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Mpeancnosune

B nocnepgHue rogbl HAaMETWICA 3HAYMTENbHbIN Nporpecc B o6nactu
61onorMn NHAMBNAYyanLHOro passuTua. Hemano cnoco6¢cTBOBANO 3TOMY
BHeApeHne MeTof0B MOSEeKYyNSpHOW 6GUONOTUN 1 MONEKYNSPHON reHeTu-
KW, NO3BONUBLUEE PACKPbITb TOHKUE MEXaHW3Mbl 3MOPUOHANTbHON NHAYK-
Lnmn, YHKLUMOHNPOBAHUSA TOMEO3NCHbIX FTeHOB, HAMeTUTb NyTW uccneno-
BaHMA nepexoja OT reHa K npusHaky.

Mexay Tem B nuTepatype, B TOM 4yuc/ie U S y4ebHOW, oTCyTCTBYeT
noapo6Has cBofka BCeX AOCTUXEHWU/ COBPEMEHHOWN 3KcnepuMeHTalb-
HO am6punonoruu, passusaloLLelica B TECHOM B3aMMOLECTBUN C reHe-
TUKOW pa3BUTUS U MONEKyNApHOI 6uonorvein. B yuebHMkax no 6uonorumn
pasBUTUA 1 NO reHeTuKe COOTBETCTBYIOLLNE pa3fesbl npejcTaBneHbl He-
60NbLIVMY F1aBKaMK, He Co34alLmMMn onpegeneHHoro npeacrasneHuns
06 UCTUHHOM MOJIOXEHUN Aen.

YuebHUK, HanucaHHbIli YneHom-koppecnoHgeHTom PAH J1./.Kopou-
KMHbIM, OQHUM 13 BeAyLlmx cneunanncTos B ob6nactv 6Monornm v reHe-
TVKN pa3BUTUSA, BOCMNOMHAET 3TOT npoben. ABTOp paccmaTpuBaeT npo-
6n1emMbl 6MONOrMKN MHANBUAYANTBHOTO Pa3BUTUA B FTEHETUYECKOM acnekTe.
MM npepctasneHbl COBPEMEHHbIE AaHHble N0 MOJIEKYNSAPHO-TeHeTuyec-
KOMy obecneuyeHuto Bcex ha3 OHTOreHesa, HauyMHas C CO3peBaHua Ai-
LuekneTkn. HenpeaB3siTo pacCMOTPEHbl pasfinyHble AUCKYCCUOHHbIE ac-
neKTbl 3TO Hayku, Takme, Hanpumep, kak Npobsiema KJ10OHUPOBaHUA Mie-
KOnuTalLWmnX 1 Yenoseka.

LleHHbIMM NpeacTaBNATCA NCTOPUYECKME 3KCKYPCbl aBTopa, oTpa-
xatowme Bknag OTAeNbHbIX YYeHbIX B 6BMONOTMI0 MHAMBUAYANBHOTO pas-
BUTMSA. BaXHO 1 TO, YTO He 3abbiTbl OTeYeCTBEHHbIE yYeHble, OCHOBAH-
Hble UMW HayuHble LWKOoMbl. MMofYepkHYTbl HEW3BECTHble paHee oTeuve-
CTBEHHbIE MPUOPUTETHI, B HACTHOCTM B pas3paboTke mMeToda TpaHcnaH-
Tauumn aaep, nexauiero B OCHOBE K/TOHMPOBAHWUS XUBOTHbIX.

Monarato, uyto KHUra J1..KopoukuHa byaeT He3aMeHUMbIM Noco6uem
0N BCEX CNeunannucTos, 3aHMMalLWmuxca 6uonormein u MonekynsapHoi
reHeTUKON MHANBMAYaNbHOIO Pa3BUTHA, B OCOGEHHOCTN 418 HAYUYHON MO-
nojexum — CTYLEeHTOB M acnupaHTOB, /INWIEHHbIX B HacTosLiee Bpems
BO3MOXHOCTUW MOMYYNTb NOMHOLEHHYIO UHOPMaLNIO B faHHON 06nactu
3HaHMA B CBAA3U C OTCYTCTBMEM COOTBETCTBYIOLLNX Y4eOHbIX NOCOOUIA.

AkageMunk lM.Feoprues



BBepneHue

LU npokunii cnekTp KNeTo4yHOoro pasHoobpasms, Gpopmu-
pyHOLLMACS B npouecce UHAMBUAYANbHOIO PasBMTMSA, XOPOLUO M3BEC-
TeH. Haw opraHu3m nocTpoeH un3 npumepHo 10M K/ieTOK, KOTOpble
OpraHu3yrTCA B K/IETOYHbIE accoumnatbl, TKaHW u opraHbl. Konuue-
CTBO CYLLECTBYIOLLMX BO B3POC/NOM OPraHM3mMe KNeTOYHbIX TUMOB TaK-
e 0YeHb BEe/INKO W, MO BCeil BEPOATHOCTU, MCUMCNAETCA NO KpaiHel
Mepe coTHAMU. Cpean OAHUX TOMbKO (POPMEHHbBIX 3/1IEMEHTOB KPOBM
BCTPeYalTCa pasHble BUAbl JIEMKOUUTOB (HelTpodunbl, 6asodunbl,
303UHO(UABI), NUMPOLMNTBI, 3pUTPOLUTLI. B cnm3ucToin xenygka c
MOMOLLbIO TUCTONIOTMYECKMX METOLOB 06HAPYXUBAKOTCA FNaBHbIe KNeT-
KW, CMHTE3UpylowWwme nencuH, obKNafoyHble, Npoayuupytouime co-
NAHYI KMCNOTY, fo6aBoYHbIe, Bbigenswowme causb, n gp. O6 n3obu-
NN Pa3HbIX KNeTOYHbIX BapuaHTOB B HEPBHOI CUCTEMe FOBOPWUTH He
NpUXoAnTCA. TaM MOXXHO BbILENUTb pasiyHbie MOPONOTNYECKUE TUMbI
HellpoHOB — KneTkn Kaxana-Petumyca, pasnuuHbie TUNbl KNETOK
Jorens.

MpoACMKNTENIBHOCTL XXM3HW KNETOK TaKXe pa3HoobpasHa: HepBHas
KneTka MOXeT COXPaHATbCA U PYHKLMOHMPOBATL BCH XXU3Hb, & 3MU-
TeNvanbHas K/eTKa KUWeYyHNKa YenoBeKa XMUBET BCcero 1—2 aHs.

Hapsagy ¢ mopgonornyeckum pasHoobpasmem KneTku M TKaHu 06-
HapyXuBaKT CMeunpuKy no MoneKynspHolM Mapkepam. 3Ta creyu-
(hUKa (HOPMUPYETCA OYEeHb PaHO, 3a4aCTYl0 YXe Ha pPaHHUX CTagmnax
4po6neHns, 3aTparneas He TONbKO MPUCYTCTBME WU OTCYTCTBME TOrO
AN MHOro 6enka uan epmMeHTa, HO M NATTepH M30(PEPMEHTOB WK
POLACTBEHHbIX 6E/KOB.

MpruHagnexXHocTb KNeTOK K TOMY WAUM WMHOMY Tuny, K TOW wau
WHOW TKaHW faeT cebs 3HaTb WU B YCNOBUAX KYyNbTUBUPOBAHUA TKaHel
BHe opraHm3ma, rfe Kaxjas TKaHeBas cucTema obHapyXuBaeT Kaue-
CTBEHHO cneunuyHble, TONbKO el OAHOW npucylime 0COBEHHOCTM
noBeAeHus.

BcTaloT ectecTBeHHble BOMpochl: Kak B yCnoBMAX WAEHTUYHOCTMU
HacneACTBEHHOrO annapaTa, Npy 04MHaKOBOM Habope reHoB BO BCEX KNeT -
Kax, BO3HMKaeT 3TO MHOroobpasve KneTOoK U TKaHein? YTo asnseTca
onpegensowmMmM hakTopoM B pas3feneHnn passmBatoLLerocs amoprMoHa Ha
pasnuyHble cneunduyeckme MonekynspHole “obnacTu”?
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lMonckKaM OTBETA Ha HUX W MOCBALWEH 3TOT YYeBHUK.

Mpn “3noxeHnn PakTUYECKOro martepuana 8 UCXOAUN U3 Mpeano-
NOXXEHWA, YTO MPOLEeCC WHAWBMAYANbHOrO PasBMTUA CBOAMTCA K re-
HeTUYeCcKu OEeTepMUHUPYEMOMY pacnpefefieHUt0 6MONOrMYECcKU ak-
TUBHbLIX MAKPOMOJIEKY1 MO 06beMy pa3BuBaroLLerocs aiya. Takum 06-
pasoM, Kaxkjas KfeTka B 3aBUCMMOCTW OT ee MO3ULUU B LLENOCTHOM
Tpo4bllle COLepXUT B cebe MNM NosyyaeT OT COCELHUX KNeTOK cne-
undguryeckmnii Habop 3aTUX MOJNIEKY/, KaK Obl MeTAWMX ee Hanogobue
"pa3HoLBETHbLIX (h1AXKOB”, OT KOTOPbIX U 3aBUCUT ee cyabba. Crneun-
(hmyeckas Mo3auka pacnpefeneHus 3TuX “pasHoLBeTHbIX (P1aXXKOB”,
I[pethopMupyowas Ha MONEKYNAPHOM “A3bIKe” MaH CTpoeHua byay-
LEero opraHu3ma, Kak pas u aBAseTCcs TON NO3NULMOHHONW MHGopMaLMen,
0 KOTOpO# 4YacTo NUWYT B yuyebHMKaxX, HO CMbICN KOTOPOW He pac-
KpbiBalOT. Ha OCHOBE MO3WLMOHHOW WH(OPMaLMK peannusyeTcs reHe-
Inyeckas nporpamMma MONEKYNAPHOW cneunuKaunum KneTok, nx cpog-
rrea gpyr K gpyry, ocobeHHocTen ux popmoo6pa3oBaTe/ibHbIX ABUXE-
Huii. CnegoBaTenbHO, BECb XO4 UHAWBUAYANbHOTO pasBuTUA, BKAOYas
MopdoreHeTnYecKme cobbiTUA, HameuaeTCa U OCYLLECTBAIAETCA Ha OC-
HOBe Tex MOJIEKY/IAPHO-TeHETUYECKNUX NPOLLeCCOB, KOTOPbIE UMMaHEH-
THbl CaMUM KJ/iIeTKaM U UX CUCTeMaM.

B3anmopfelicTBUA KNETOUHbIX CUCTEM U CKNaAblBAlOLWMXCA B KNeT-
Kax MONeKYNAPHbIX KOHCTEeNNALUA BeayT K 06pa3oBaHUI0 HEKUX paB-
HOAENCTBYIOLWMX CUM, HANPaBAAOLWMNX ABUKEHUA KNETOUYHbIX N1acTOB
M YCNOBHO 0603HayYaeMblX KakK MOp(OoreHeTMUYecKkne nons, 0T KOTOPbIX
3aBUCUT “apXUTEKTYpHOe” othopMsieHUe oHToreHesa. OHU He ABNAKOT-
CA, KaK MHorga fymarT, YeM-TO BHELIHWM MO OTHOLIEHUIO K pPa3Bu-
NarLWmnmMcs TKaHeBbIM CMCTEMAaM, HO CO3JalTCA CaMUMMK 3TUMU CUC-
Temamu. OHM Tem 60/ee He SABAAKOTCA CleLnPuyeckn 6UoNornyeckoin
(hopmoii nona no TUNy 3N1eKTPOMAarHUTHOTO U rpaBUTaLMOHHOIO No-
neli unm nogobuem apucToTeNeBCKON aHTenexmun. CyliecTBoBaHue Ta-
KOro pofa BHELHMX MO OTHOLEHWUIO K pa3BMBaloOLLelics XMBOI cucTe-
Me CU/l 40 CUX MOp He OblI0 MNOKA3aHO U He ObIfI0 3aperncTpMpPoBaHo
HW OA4HMM 6MONOrom, W, CNefoBaTefibHO, COOTBETCTBYHOLLME MNpef-
CTaB/ieHWA NpoTuBopeyar npuHumuny “6putebl Okkama” (He cnegyet
YMHOXaTb CYLIHOCTU CBEpX HEOO6XOAMMOCTU) U NPUHLUNY 3KOHOMUK
MbILWNEHNSA, CHOPMYNNPOBAHHOMY Benyainwmm Gunocoom SpPHCTOM
Maxom. Kpome TOro, Ha flaHHOM 3Tane pa3BUTUA HAYKWU OTCYTCTBYIOT
Kakue-nn6o pasyMHble NOAXOAbI 418 3KCNepUMEHTaNbHON Bepudurka-
umMnm unm danbcudukaynm noctynata o6 Mx CywecTBOBaHUM, Kako-
HOW, cnefoBaTeNbHO, HafNeXUT BbIHECTM 3a CKOBKM Hay4yHOro, néo
nayka huKcupyeTt u BbupaeT B cebs, Kak “TpeTuii mup” Kapna Mon-
nepa, TO/IbKO TO, YTO NMPOBEPSAEMO M BOCNpou3sogmmo. U g crapasncs
yNnopsgaoUunTb M U3NOXWTb B paMKaxX HeKoel LefoCTHON KOoHLuenuuu
MULWb Te (haKTUYeCKue JaHHble, B KAYECTBEHHOCTU KOTOPbLIX HE Npu-
BOJAWTCHA COMHEBATbCA.



3a nNpefoCTaBNEHHYIO MHe BO3MOXHOCTb YTEHUA Kypca No reHeTu-
YECKUM acnekTaM OHTOreHesa Ha Guonorumyeckom thakynbtete MIY s
BeCbMa npusHaTteneH npogeccopam B.A.MonnyeHkoBy n H.B.A3blKO-
Boii ([JabarsiH). MMpu ero NoAroToBKe MHOK MCNOMb30BaHbl 0My61uU-
KOBaHHbIe 1 Heony6IMKOBaHHbIE MaTepUasibl pPsfia aBTOPOB, KOTOPbIM A 61a-
roflapeH 3a BO3MOXHOCTb 03HAKOMUTLCA C HUMU. DTO — CTaTbu, py-
Konucu u unnctpatusHble matepuansl O.6.CumoHoBsoi, M.IM.Nay3e,
.M. n rn.r.reopruessix, N.® . Xumynesa, A.®.CmupHosa, B.A.CTpyH-
HukoBa, A.K.JoHaya, B./.Ha3saposa, [.B.J/lonawosa, M.M.AcnaHs-
Ha, B.A.l'eBo3gesa, O.B.Aposoii, K.6.Cokonosoii, B.B.bEabkoBa,
KO.M.AntyxoBa, H.H.BopoHuyoBa, M.b.EBreHbeBa, A.T.Muxaiinosa,
JI. B.benoycosa.

B pa6oTe Haj y4e6HMKOM MHOK MCMOMb30BaHbl HOBOE M3JaHue
KHurn b.JlbtomHa “leHbl”, a TakKXkKe aMepuKaHCKue y4ebHUKKU no re-
HeTuKe:

* Waver R., Hedrick P. Genetics. N.Y.: McGraw Hill. Comp, 1997.
e Snustad D., Simmons M., Jenkins J. Principles of Genetics. N.Y.:

John Wiley, 1997.

* Rlug W., Cummings M. Concepts of Genetics. N.Y.: Maxwelli

MacMillan, 1994.

* Hartl J. Genetics. Boston; London: Johns and Bartlett Publ. 1994,

CBoI0 6narofapHoCTb §i BblpaXkal Takxke npodeccopy YHuBepcu-
Teta Oxopgxa MeiicoHa (CLUA) B.H.Colihepy n npodeccopy YHu-
Bepcuteta B Jla KopyHbe (McnaHus) A.T.MwuxainnoBy 3a BO3MOX-
HOCTb BOCMOMb30BaThCA WX UYHOW OUONMOTEKON N 3a pAf LUEHHbIX
COBETOB MpW MOAFOTOBKE AAHHOW KHUTU K neyatu.



naBa nepBasd

4TO TAKOE BNOJTOIMA PA3BUTUA N KAK OHA
COOTHOCWUTCSHA C FrEHETUKOW. FTEEHETUVKA
PA3BUTUA — FEEHETUYECKWA ACMEKT
BNONOIMN PA3BUTUA

Bronorvsa passutMa — Hayka 06 MHAMBUAYa/TbHOM pa3Bu-
"M OpraHn3MoB. Cam 3TOT TEPMUH MOABU/ACA OTHOCUTENbHO HEAAaBHO.
VM3HayanbHO (B MO3anpoLW/ioM BeKe), KOrja MHTEHCUBHO OMUCLIBANN
*rafuH pasBuTMA 3apofblilieid, roBopuan 06 ambpuonoruu; nocne Tpy-
foB Y.[lapBmMHa, Korga CTaau cOnocTaB/igsTb OCOBEHHOCTU pas3BuTUA
pasINYHbIX OPraHu3mMoB, MOJy4uaa NPaBO Ha XMW3Hb CPaBHUTENbHAS
woépuonornua; 3atem, Korga 6nectauime 3KCNepumeHTbl Opuwa wu
| LWnemaHa NpoOfiOXKWIM HOBblE MYTU M CNOCOGLI aHanM3a MexaHus-
MOB WHAMBWAYaNbHOTO Pa3BUTUA, BblAeNNIaCh IKCNEPUMEHT anbHasA 3M-
6pvonorusi. HakoHew, cobbITMA, NPOUCXOASLLME B npouecce ambpuo-
reHesa M Ha MOCNeAyHLWMX cTaguii pasBuTUA, Havyanu OnucbiBaTb C
NOMOLLLK OGMOXUMUYECKNX, TEHETUYECKNX, MONEKYNAPHbIX U 4PYruX
METOZO0B, TaK YTO B KOHLE KOHLE™* CTano ACHO, 4YTO 3TU Hanpas/ieHns
YH/THIOTCS POACTBEHHbIMMW BETBAMW OAHOIO U TOTO XKe AepeBa U Hemb3s
MX OTpbIBaTb APYT OT gpyra. Torga v nosaBmMnocb 0603HavyeHme 6uonorus
IHMBNTUA, OXBaTbIBaKOLLLAA BECb KOMMIEKC 3TUX gucuunaunH. C Tex nop
IHIO/IOTNSA pasBUTUS ABNSETCSA OAHWMM U3 Hambosiee APKUX MPUMEpPOB
00bEeANHEHNA YCUNNIA YUYEHBIX CaMblX pasHbIX CMeLuanbHOCTeN C Le-
Mbl0 PeWnTb O4HY NpPobieMy — Kak U3 On040TBOPEHHON AL eKneT-
K/ nonyvaeTcs AeMHUTMBHASA XMBas CUCTeMa CO BCEMU CBOWCTBEH-
HbIMK el cneynduruecknmmn ocobeHHocTaMmu! Kakume hakTopbl pery-
MUPYIOT cneyngryeckoe pasBuTue 3Tol CUCTEMbI?
B nnaHe U3y4eHNa TaKUX PerynaTopHbIX MEXaHU3MOB Befyllee Me-
K» 3aHMMaeT reHeTMYecKNin nogxod, Hanogobue LeHTpa KpucTaniun-
MUMN .00BbeAUHAOW NI OCTaNbHble CMOCOObLI onucaHusa. TOT NOAX0A
npuobpen CTOMb 3HAUYUTE/bHBIA CTATyC, YTO MOAYYUN Ha3BaHWE reHe-
TUKW pa3snTuga. YTto 3ato takoe? M yem oHa 3aHUMaeTcA?
leHeTMKa pa3sBUTWA, paHee Ha3biBaBLIASCA (PEHOTEeHEeTWKOW, n3y-
YyaeT peanusayunio HacneAcTBEHHOW MHGOpPMauWMyM B XO04e WHAUBWUAY-
aubHOro pasBUTUSA, T.e. NyTb OT reHa K NpusHaky (Mopgonornyecko-
My, BMOXMMUYECKOMY WM MONEKYNIAPHOMY).
I' nepuop 3apoXaeHmnsa Knaccu4eckol reHeTMKKM cylecTeoBana npo-
nacu, Mexay 3TO HOBOIN HayKOl M 3KCNepUMeHTanbHOW amb6puono-
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Puc. 1.1. Tomac N'eHT MopraH. Benu-
KU aMepuKaHCKUI y4deHblii. OcHOBOMO-
NOXHWK COBPEMEHHOI reHeTUKM N 3KC-
nepumeHTanbHOW ambpuonorun. Jlaypeat
HobeneBckoin npemun.

Co3fan KpynHeilylo reHeTUYecKyl LKoYy,
MHOTUe NpefcTaBUTeNM KOTOPOI CTanu naypeatamu
Hob6enesckoii npemun. Chopmynmposan XpoMocom-
HYI0 TEOPUI0 HacnefCcTBEHHOCTU W NPUHLUMN And-
(hepeHLNanbHOW aKTUBHOCTU TEHOB Kak OCHOBY
VUHAVBWAYaNbHOTO PasBUTUA U KNeTOYHON gndde-
peHLNPOBKN. BHeC OrpoMHbIil BKNaz B pasBuTue re-
HETUKN, 3MBPUONOTNN 1 3BOMIOLMOHHOIO YYeHNs

Puc. 1.2. Puxapg Nnonbgwmunar. Bbeiga-
owmniics HeMeyKuin 6uonor. OAnMH U3 oc-
HOBOMOJIOXKHNUKOB COBPEMEHHOI reHeTu-
KW 1 3KCMEepUMeHTaNbHOW am6puonormu.

BbIABUHYN OPUTUHANBHYIO KOHLEMLMI0 3BONIO-
LIMOHHOTO Pa3BUTUS, JONYCTUB CYLLLECTBOBaHUE Cre-
LM(UYECKUX CUCTEMHBIX MYyTaLWii, B pe3ynbTaTe Ko-
TOPbIX NOABNAIOTCA TakK HasblBaeMble MepCrekTuB-
Hble ypoabl (“cyacTiuMBble MOHCTPbI”), Aatoline
Hayano HOBbIM BUAaM (M Aaxe pojam, u elle Gonee
BbICOKMM KaTeropuam) XUBOTHbIX U pacTeHuit. dta
Teopus, NepBOHauaNbHO BCTPEYEHHAs YTO HasblBa-
eTca “B WTLIKM”, B HacTosLLee BpeMs obpeTaeT Bce

60nbluee NpU3HaHKe

rmein. MocT Mexay HUMU CY>KAeHO 6bln10 NepebpocuTb ABYM BEIMKUM
yYeHbIM — aMepukaHckomy 3oonory T.X.MopraHy (puc. 1.1) n He-
meL KoMy 300nory P.Monbawmunaty (puc. 1.2), aBNABLINMUCS B OLHO U
TO Xe BpemMsi OCHOBOMOMIOXXHWKAMU U FeHEeTUKN, N COBPEMEHHOM 3KC-
nepuMeHTanbHON am6puonornn. ECTECTBEHHO, OHUW, KaK HUKTO Apy-
roil, NOHMMann Heo6xoANMOCTb U NPOAYKTUBHOCTb TaKOr0 CUHTE3a, a
TakXXe OTYET/IMBO CO3HABaNM, Ha Kakoll OCHOBE OH MOXET OblTb OCY-
WwecTeneH. B nocnepytollemM 3HaunTeNbHbIA BKNAJ B TEHETUKY pas3Bu-
TUS BHEC/IM BUOXMMUKUN U MONEKYNSPHbIe BMONOMN, TaK YTO B KOHEY-
HOM UTOre COBPeMEHHas reHeTMKa PasBUTUA CIOXMNNACh Ha CTbIKe 3TUX
yeTblpex AUCLUNANH — reHeTUKK, aM6puruonorum, 6UOXNUMUM 1 Mone-
KynapH>X15nonol LLTpa noTOMY MOXET CYUTATbCA pa3fie/ioM Kak reHe-
TUKKU, TaK U BMONOrMK pasBMUTUA W, B KAKOW-TO CTENEHW — MOJMEKY-
NAPHON 6uonoruu.



OTAMNbl CTAHOB/NEHWA TEHETUKWN PA3BUTUA

CTaHoB/ieHVe (heHOTeHeTUKN (TEHETUKN PasBUTUA) LUNO
napasnsieflbHO CTAHOB/IEHUIO GUONOTUN PasBUTUA U MOXET ObITb YyC-
NIOBHO nofpasfieneH0 Ha HeCKO/NbKO 3Tanos.

MepBbli 3Tan — onucaTesibHbIA. OH NPUXOAMTCA Ha Havano 20-x u
oTyacTu Ha 30-e rogbl XX B. Hauanocb ¢ TOro, 4To HEMELLKMUA 300101
B.Xekkep 3aMmHTepecoBancs TeM, KOrfja MOXHO OOHapyXuTb pasnu-
4nA B PasBUTUM HOPMasbHbIX U MYTaHTHbIX 3apoAbllleli MIeKONUTalo-
Wmnx. Ana aToli uennm OH roTOBMA FUCTONOTMYECKME CPe3bl HOpMasb-
HbIX 3MBPNOHOB N 3MBPUOHOB-HOCUTENEN TOW AN UHOW MyTaLun Ha
pasHbIX CTafuAX UX PasBUTUA U ONpefensan cTaguio ambpuoreHesa, Ha
KOTOPOWA FUMCTONOrMYECKME KapTUHbI TeX WU APYrMX HaYMHAKT OTNn-
yaTbCA. Takne ctagum Xekkep Ha3Ban peHoKpuTuyeckHMU hazamu. OH
Xe NPeasioknn Ha3BaTb BO3HMKAKLLEE HOBOE HampaB/ieHWe 6uonormm
pasBuTUA, n3ydarolee 3T (asbl, PEHOreHeTUKOIA.

B TeueHune 20-x—30-x rogoB 661 HAKOMIEH OFPOMHBIA MaTepuasn B
3TON 06s1acTn, B OCOGEHHOCTM HAa MJIEKONUTAKLWUX — KPbICax, Mbl-
Lax, MOPCKMX CBMHKax. A HOPBEXCKWIA umTonor n reHetuk K.6oHHe-
BW co3fana 6a3y And pa3BuTUSA COBPEMEHHOrO YYEHUSA O HacNeACTBEH-
HbIX HapyLleHWAX OHTOreHe3a y 4efi0BeKa, W 3TO Aaso BO3MOXHOCTb
OCMbIC/IUTb JaHHbIE MO BPOXAEHHbIM NOPOKaM pPasBUTUSA Y YenoBeKa.

CnegyeT OTMETUTb, YTO PEHOKPUTMUUECKME (ha3bl Pa3sBUTUS M3yya-
JINCb He TONbKO Y XXMBOTHbIX, HO W Y pacTeHWii, rhe akTMBHO paboTa-
nv nabopatopun 3.bayepa B N'epmaHum n E.CuHHoTa B CLUA. OpHa-
KO Ansa 6onee rny6oKoW oueHKW [T MHTepnpeTaunMy ONUcaTeNbHOIO
maTepumana TpeboBannMcb CEPbE3HbIE 3KCMEPUMEHTaNIbHbIE UCCe0Ba-
HUA. OHKM 6bINN NpoBefeHbl B TedeHue 30-x rogos XX B. U COCTaBUIN
CYTb BTOPOro 3Tana.

BTopoii atan — 3KcrnepumeHTaslb-

Hblii. OH BK/IIOYAET r1aBHbIM 06pa3om
30-e rofbl, a Takxe Hayano 40-x ro-
foB XX B. B atoT nepuog, 6narogaps
ycunuam T.X.MopraHa, P.lonbgw-
MUATa, WBeiLapckoro 3oonora 3.Xa-
[0pHa, aHrauiAickoro reHetuka C.Yog-
OWHITOHA, poccuitckoin wkonbl H.K.
KonbuoBa (puc.1.3) n gp. ypanoch

Puc. 1.3. Hukonaii KoHcTaHTMHOBMY Konb-
L0B. Bennkunii pocCUMnCKnM yyeHblii. YneH-Kop-
pecnoHaeHT AH CCCP.

Bbnarogaps H.K.KonbuoBy B Hawei cTpaHe nonyuu-
NN MOLLHOE Pa3BUTME LMTONOTUS, IKCNepuMeTanbHas 3m-
6puonorus n reHetuka. Moytu BCe KpynHeiiwne oTteue-
CTBEHHbIE TeHETUKN U1 3IMBPMONOrn BbilNKM K3 ero LU Ko-
Nbl. MepBbIM NPeANoXUA MaTPUUHbIA CNOCO6 penankKayuu
reHoB. OTKPbIN LWTOCKENEeT BXXMUBOTHbIX KNeTKax



Puc. 1.4. ABrycT BelicmMaH. Bblgatowniics He-
MeL KNI yYeHbIi.

Bbldenun B opraHname coMaTWueckuil W 3apofbilue-
Bblii NYTU. BbIABUHYN NPeACTaBeHNe O paHHEM OTAeNeHUN
3apo/bIleBOro MyTM U O POAN HepaBHOHACNE[CTBEHHOTO
AeNeHns KneTok B WX AUdhepeHLMpoBKe U pernoHanmsa-
LM pasBMBalOLLErocs OpraHn3Ma. Y CrelHo passuBan Bars-
Abl 0 PO/ XPOMOCOM B HacneACTBEHHOCTU

HaKonNWTb 6oratblil 3KCMepuMeHTanb-
HbIA MaTepuan, NPOMBalOLL NI CBET Ha
HEeKOTOpble 3aKOHOMEPHOCTU TeHeTu-
YecKoro KOHTPONA WHAUBMAYaNIbHOTO
pa3suTua. IMeHHO B 3TOT nepuog 6binu
CHhOPMYMPOBAHbI OCHOBHbIE MPUHLMMbI
(beHOreHe TUKN (reHeTUKWN pPasBUTUSA)-.
1.
TWBHOCTM FEHOB KaK OCHOBa reTepore-
Hu3auun (perroHanm3aLmm) passmsaroLLe-
roca opraHusma. [eno B TOM, 4YTO BOMPOC O 3aKOHOMEPHOCTAX
(hYHKLMOHMPOBaAHMA TeHOMa BCTan OYeHb paHo. Ewe A.BeiicmaH
(puc.1.4) B KoHue XIX B. MbiTancs MOCTPOUTb CTPOMHYIO CXEMY, C
MOMOLLbIO KOTOPOW ypanocb 6bl Mx 06bACHUTL. OH nonaran, 4To B
npouecce WHAWBUAYANbHOrO Pa3BUTUSA CrefyeT pasnnyaTtb fBa Tumna
KNeTOYHbIX AefleHNIi —paBHOHACNeACTBEHHOE N HepaBHOHACIeACTBEH-
Hoe. [Npu BTOPOM TUMe feneHnii HacneaCcTBEHHOE BELLEeCTBO pacnpeje-
NnAeTca no AOYEepHUM KeTKam HepaBHOMEPHO, U UMEHHO 3TO co3faeT
pasnuunsa Mexay HUMWU U NeXUT B OCHOBE reTeporeHn3auunm 3apofbi-
wa. CornacHo BeiicmaHy, cyllecTBYeT cneyungmnyeckas rpynna opra-
HUYECKNX MOJEKYN, HA3BaHHbLIX UM 6uUodopamu, KOTOPble Haxo4ATCA
B AApEe KNETOK W yepe3 mopbl Agpa WHpApyol B untonnasmy. Aapy,
Takum 006pa3om, NPUHAANEXWUT aKTUBHasA Pofib, a LMTOnnasma, ee
noeefeHne n oN(pGepeHLUNpPoBKa, Kak 1 B LENOM CTPYKTYpa U PYHK-
LUW KNETOK, 3aBUCAT OT creyuduyeckux rpynn uodop —aetepmu-
HaHTOB. B 3apofbilleBoll Naa3Me HaxXo4WUTCA NOMHbLIA Habop feTepMu-
HaHTOB: WX CTOJIbKO, CKOJIbKO TUMOB OAHOPOAHbLIX K/IETOK UMeeTCs Y
B3pOC/Oro opraHusMa. LeTepMmHaHTbl, Kak KU 6uoopbl, pacTyT wu
pasMHOXalTCA (genarca), Tak 4to Ans n60oro yucna OLHOPOLHbLIX
KNeTOK onpejeneHHON TKaHU A0CTaTOYMHO OAHOr0 MCXOLHOrO feTep-
MWHaHTa. Bce feTepMUHaHTbI, onpefenaiolime pasBuTue pas/inyHbiX
NPU3HAKOB OpraHu3Ma, CrpynnupoBaHbl B A4pe B TaK HasblBaemble
nabl. Bo BpemMs MUTO3a UMbl cnaraloTca B UAAHTbLI, COOTBETCTBYHOLWME
XpomMocoMam.

CnepoBaTenbHO, No BelicMaHy, BO3HMKaloLiMe B XO4e PasBuUTMA
opraHuM3Ma pasnnuma Mexgy Knetkamu 06yC/OB/IMBAKOTCA COPTUPOB-
KO HacnefCTBEeHHbIX efuHUL, (4eTepMUHAHTOB). 3TW eAMHMULUbI pac-
npefenstoTCs HEPABHOMEPHO MO Pa3/INYHLIM K/eTKam U AeTepMUHU-
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pyloT Mx chneumanusaunto. TONbKO NOMAOBble KNeTKW WMEHT MOJHbINA
Habop AeTepMMWHAHTOB, & MOTOMY OKa3blBalOTCA CMOCOBGHLIMU pa3Bu-
BaTbCH B LieNibll opraHn3m. Tak poaunacb Teopws 3apobllleBoro nyTu,
COrNacHO KOTOPOM YyXe B XOfe MNepBOro AeneHus ApOO/eHUs OfHWU
KNeTKN, The COXPaHSAeTcs MOJHbIA Habop AeTepMMWHAHTOB, 06pasyoT
3apoAblLlIeBblii NyTb, APYTME KNETKWU, e AeTepMUHaHTbl cneundu-
YecKM pacnpefensrOTCa MeXAy pasiMUHbIMW COMaTUYECKUMMN KneTKa-
Mu, 06pasytoT coOMaTUYeCcKUin nyTb.

O6cToATENBHO N3yveHHOe T.BoBepyn B KOHUe XIX B. pasBuTue no-
NOBOrO 3a4aTKa y ackapujbl rapMOHMpPOBano co B3rnsagamMu BelicmaHa.
3apogblesble KeTKM Ascaris y)Xe Ha paHHUX CTagusax pasBuTUA MOX-
HO OT/INYUTL OT COMATMYECKUX KNETOK, MOCKOJbKY ffpa 3apojbllle-
BbIX K/IETOK NOJy4aloT MOJIHble KOMUM BCEFO XPOMOCOMHOI0O Matepua-
na, TOrja Kak XpoMOoCOMbl, COepXallmecs B Aapax COMaTUUYECKUX Kne-
TOK, NINLEHbI CBOMX KOHLOB. BoBepu 06Hapyxun, 4TO AUMUHYLMS
(yMeHbLUEHMEe KOAMYEeCcTBa) XpoMaTuWHa CKnafbliBaeTcs W3 ABYX Mpo-
LeccoB — (parmeHTaLuMm XpoOMOCOM W OTHpacbiBaHMA WX KOHLLOB.
Mpouecc 3TOT HauyMHAETCA CO BTOPOro AeseHus Apob6AeHUs U NOBTO-
psieTca KaxAblii pa3, KOrga npuHagnexalias K nojoBoOMY NyTU KneTka
oTAeNnseT coMaTuyeckyto Knetky (puc. 1.5). Takum obpa3om, Xxpomoco-
Mbl 3apOfbILLEBbIX KNeTOK Ascaris NpeacTaBnatoT cob60ii KOMMNAEKCHbIe
obpa3oBaHUs, M 4YacTb XPOMOCOMHOrO mMaTepuana, BXOAALLEro B UX
COCTaB, He y4yacTBYeT B pasBUTUM COMATUUYECKMUX OPraHoOB U TKaHeil.

OpHako nofo6HbIA cnocob pasgeneHUs NOA0BOT0 U COMaTUYECKO-
ro NyTy BCTpevaeTcs O4YeHb peako, v 60/bLIMHCTBE CAy4yaeB 3TO pas-
feneHne, XOTA U PerncTpupyeTcs ypesBbluaiiHO paHO B amb6puoreHe-
3e, HO He COMpPOBOXAaeTCA AUMUHYL el XpomaTuHa. ToHYawas cTpyk-
Typa XpOMOCOM B COMaTMYeCKMX KneTKax, Kak MpaBuio, He mnpeTep-
neBaeT CYLECTBEHHbIX WU3MEHEeHWIA, W, cnefoBaTeNlbHO, reHOTUN BCeX
KNeTOK Tena O4nMHaKoB, TaK YTO rOBOPWUTb O HEpPaBHOHACNELCTBEHHOM
VX OefeHUn BO BpemMs WHAWBUAYaNIbHOTO pa3BUTUSA OpraHuM3ma Her
OCHOBaHWil. W, cnepoBaTenbHO, Kak cnpaBefnmeo oTmevan H.B.Tu-
mModeeB-PecoBCKMiA, OCHOBHaa npob6ieMa reHeTUKU pasBUTUS, U3Y-
yaloLlei feiicTBME TeHOB B OHTOreHe3e, T.e. NMyTb OT FeHa K Npu3HakKy,
BK/IIOUAETCA B BbIACHEHUMW TOr0, Kakum 06pa3omM npu WAEHTUYHOM Ha-
6ope reHoB BO BCEX KNeTKax opraHu3Ma (popMupyloTCs KneTO4HOe pas-
Hoo6pasve 1 MOpPhOoGyHKLMOHANbHAA Ccrelnanm3anmsa TKaHel 1 OpraHos.
Ha 3TtoT cuer, HauumHas ¢ 20—30-x rogos XX B., CyLWeCTBYyeT [Be
"Mofenn” (Unu runoTesbl) 06bACHEHUA (PEeHOMeHa.

MepBas runoTesa 6bina cpopmynuposaHa MopraHom, KOTOPbIl
nonaran, 4to, HECMOTPSA Ha OfMHAKOBbI Habop reHoB, B KfeTKax
MHOTOK/1eTOYHOr0 OpraH1M3ma, pacrnofioXXeHHbIX B pa3HblX YacTaX pas-
BMBAIOLLErocs 3apofbllla, U B pa3Hble MOMEHTbI UX AndhepeHLnpoB-
K/ (PYHKUMOHMPYIOT pasHble reHbl, MOTOMY-TO OHW W npuobpeTaroT
CHayana XMMuYeckoe, a 3aTem 1 Mopdosoruyeckoe csoeobpasme (puc.
16, A).

n



Monosas knetka HenpepbiBHasa nnHuaA
MOJIOBbIX KNETOK

Puc. 1.5. Cxema 3apobILLeBOro nyTu.
A. PaHHee o60co6neHne NonoBOro 3ayatka y ackapugbl. P 1—P3 — kneTku, fatoune Havyano knetkam

3apogblwesoro nytu (no T.Bosepwm).
B. Cxema, nnnocTpupytollas BeliCMaHOBCKYHO TMMOTe3y 3apofblleBOro nyTu. PassuBatolyeecs fiiLo

faeT Hayano AnddepeHUNpPOBaHHBIM KneTkam Tena (6enble KPY>XXKM — COMaTUYeCKWiA NyTb) W NONOBbIM
KneTkam (KpY>XKW € TO4KaMU — MOMOBON, WAW 3apOAblLLEeBbI, NyTb)

Puc. 1.6. Cxema, unnoctpupytowan runotesbl T.MopraHa (A) n P.lMNonsgwmngra (b).
A—D — reHbl; 2, B, ¢, d — reHOKOHTPOAMPYeMble NPOAYKTbI. Pa3nnyHbIM CNOco60M 3alTPUXOBaHHbIE
CEeKTOpbl NPeAcTaBAfOT YYacTKW 3apoAblla, AUt (hepeHLpPYOLLNecs B pasHbIX HanpaBneHUsx
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BTopyto runoTesy sbiABuHYN [onbgwmuar. OH NpegnonoXus, yYTo
HO BCEX KJleTKax OAMHAKOBO paboTalT BCe reHbl, HO WX MPOLYKTHI
MCMbITLIBAIOT Pa3Hyto CyAbby B pa3HbIX 4acTAx 3apofbiwa. IMeHHO Tam
OHW NOABeprarTCcA CeNeKTUBHOMY 0T60pPY, TaK 4TO Habngaetca He
anddepeHumanbHas akKTUBHOCTb TEHOB B pasHbIX KneTkax, a gudde-
peHuuanbHOe PYHKLMOHMPOBAHWE UX NPOAYKTOB (puc. 1.6, B). Ecnu
nepesecTn B3rnagbl MopraHa v onbAWIMUATE HA COBPEMEHHbIN A3bIK,
ro MOXHO cKa3aTb, YTO MopraH rosopui o AuddepeHumanbHoOn ak-
TWBHOCTW TEHOB, UIN O TPAHCKPUMLMUOHHOM YPOBHE perynauuum pe-
rmoHanusaunm am6puoHoB, a FonbAWwWMUAT — 0 AudidepeHLnanbHOM
>KCMPEeCcCUN TreHoB, T.e. O TPAHCNALWOHHOM W NOCTTPAHCAALWUOHHOM
YPOBHE perynayum npoLeccoB reteporeHmsaunmn passusaroLmnxcs 3a-
pOAbILLEN.

2. MpyHuUMN BegyLlel ponn SAEpPHO-LMTONNA3MaTNYECKMX OTHOLe-
HUIA B pervoHanusauuy 3apofpilia. 3TOT NPUHLUN (PEHOTeHEeTUKN 6bln
cthopmynupoBaH B 30-e roabl. 3aeck npeacTaBneHns MopraHa u Fonbg-
wmuaTa cosnaganu. Oba nonaranu, 4To 3a CENEKTUBHOE NPOABAEHME
HacnefCTBEHHOW MHGOpMaLuM OTBETCTBEHHA umuTonnasma. Mo Mop-
raHy, B pasHbIX 4acTAX 3apofbllla paboTaloT pasHble TeHbl, MOTOMY
YTO pasHble A4pa nonajatT B pasHylo uuTonaasmy, cogepxatyto pas-
Hble aKTMBUpPYlOWMe TeHbl BewiecTsa. Mo [onbAWMUATY, B PasHbIX
YyacTax 3apofbila YHKUVMOHUPYIOT pasHble TeHONPOAYKTbI, MOTOMY
YTO B UX LLUTONMa3Me COLepXKaTca pasHble BELLecTBa, CEIEKTUBHO CNO-
co6CTBYIOWME MAM NPENATCTBYIOWMNE PYHKLUOHUPOBAHUIO 3TUX Te-
NonpoAYyKTOB. A

O  TOM, 4TO B pasHbIX YacTAx Alila COAEPXMUTCA pasHas LuTonnas-
Ma, U3BECTHO OblI0 4aBHO. B 4acTHOCTU, Y MHOTMX HAaCcCEKOMbIX Ha ca-
MbIX PAHHUX CTaAUAX pasBUTUS Ha BeretaTtMBHOM MofcCe Aila BO3-
HUKaeT cBoeobpasHasd 3epHucTasd, 6oratads PHK nnasma, koTopyto
Ha3bIBAKOT NOMAPHONA Mnasmoil. Aapa, MOMABLIWE r uTy o6TTAr.NY  FTATAT
Hayano nonoBbIM KneTkam. Ecnn ee 06ayunTb ynbTpaduoneTom, 1o
MonoBble K/ETKW HEe pPa3BUBAKOTCHA, UM XWUBOTHbIE OCTalOTCA CTEPUSIb-
HbiIMWU. Ecnn nonspHylo niasmy MHbELMUpoBaTb B KakKyl-TO APYryH0
obnacTb 3apofbllia, TO B Heil, B HEOOLIYHOM AN cebs mecTe gudde-
PeHLMpPYIOTCS MOMN0BbIe KNeTKW. B ganbHelwemM Mbl pacCCMOTPUM MHO-
rOYMCNEHHbIE NMPUMepbl TaKOro poja.

3. MNpusHaHWe pony B3aUMOAENCTBMSA reHOB B MPOLLECCe OHTOreHesa —
TpeTwiA NPUHUMN (PeHOreHeTUKN. 3Ta posb Oblna NPOAEMOHCTPUPOBAHA
MHOTMMMN KcCCefoBaTensiMm, B TOM 4YMCle U U3 PYCCKOW, KONbLOBC-
KOW LWKOMbI. Y Aanoch BbIABUTH LeNblil psf PEHOMEHOB, OTpaXaWwumx
B3aMMOJeNCTBME TEHOB, B YaCTHOCTM 3KCMPECCMBHOCTb, MeHeTpaHT-
nocTb U CneuMguyYHOCTb AeACTBNA reHa. [laHHble NOHATUA BblAn cop-
MyAMpOBaHbl HEMeLKUM Buonorom ®OXTOM M POCCUNCKUMU BUONO-
ramm H.B.Tumodeesbim-PecoBckum (puc. 1.7) n MN.®.Pokuukum.
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Puc. 1.7. Hukonaii Bnagumuposuy Tumo-
theeB-PecoBCKMn. OfMH 13 caMblX APKUX poC-
CUWCKNX YyUYeHbIX.

CosgaTens pagno6uonorun. BHec 3HauMTeNbHbIN
BK/aJ B PasBUTME 3BOMIOLMOHHON 1 NOMYNALUOHHON re-
HeTukN. CnocobcTBOBaN PasBUTUIO DEHOTEHETUKN B Ha-
Wei cTpaHe, chOpMynMpoBan MOHATUA IKCMNPECCUBHOC-
TV M NEHEeTPAHTHOCTU FeHOB

* IMof 3KCnpecCcMBHOCTLIO Mogpasyme-
BAeTCA CTeMeHb NPOABMEHNA LaHHOIO
reHa. Bcem n3BecTeH, Hanpumep, reH
MerocTu y XWBOTHbIX, 06ycnoBAnBa-
loWKiA neryio okpacky. Okpacka 3Ta
Bapbupyet (puc. 1.8). Ecnn peus nget
0 nernx K
KaK Lenmkom 6enbiXx KOpoB C pefKu-
MU YEPHbIMW NATHaMMW, TaKk W NOA-
HOCTbIO YepHbIX KOPOB C pPefKumu
MafieHbKUMW BenbiMu NATHAMU; UMe-

IOTCA W BCe MPOMEXYTOUYHbIE YPOBHM OKpacku. 3TO U eCcTb 3KCMpec-

CUBHOCTb.

 MeHeTpaHTHOCTb — NPOLEHT XMUBOTHbIX (MM pacTeHuit), y KoTo-

pbIX faHHas MyTauua npossnsetrca. Hanpumep, myTtauumsa “6enble rna-

3a” {white) npossnsaetca y gposodunsl B 100% cnyyaes, u Torga ro-

BOPAT 0 100%-ii neHeTpaHTHOCTKU. B cnyyae myTaumm vena transversa

incompleta (radius incompletus, npepBaHHas nonepeyHas XWaka Kpbl-

na) y TOro ke 06bekTa NeHETPaAHTHOCTb MOXeT KonebaTbea oT 100%-iA

80 40—50%-i B 3aBUCUMOCTW OT IMHUMW APO30GUNbLI.

» CneuutnyHOCTb LeiiCTBMA reHa BKAOYaeT TPY ABNEHUA: BPEMSA aKT -

BaLMMW reHa, HanpaBNeHHOCTb ero AeicTBUA W none felicTBus.

— Bpemsa aKkTuBauuMmn B Xofe OHTOreHesa (BpeMeHHaa crneyudunyHoOCTb
LeliCTBUA reHa) pasfinuyHo ANS pPasHbIX FEHOB W Pa3HbiX XXWUBOTHbIX.
BbiBalOT Kak paHHMWe reHbl, BKAKOYaloLWMecs yxe B nepnog Apob-
NeHunA, Tak U NO34HWUEe TeHbl, TPAHCKPUMLMA KOTOPbIX HaYMHaeTcA
OTHOCUTENIbHO MNO3A4HO, 6/MXe KO BPeMeHU (pOopMMpOBaHUA TKa-
Heil 1 opraHos.

— HanpaBneHHOCTb feiicTBMUA reHa (NpOCTpaHCTBEHHAsA ero cneyngpuy-
HOCTb) 3aK/04aeTCcsa B PpermoHafnbHbIX 0COOEHHOCTAX €ro akcnpec-
CUK, B TKAHEBOW cneununke ero TPaHCKPUNLUOHHOW aKTUBHOCTMN.
MHTepecHbl apthekTbl HampaBleHHOCTW AEeACTBMA reHa B Cly4ae
Bbille Ha3BaHHOW MyTauuu radius incompletus. MOXHO oTcenekum-
OHMPOBATb IMHUU APO30QUSbI, Y KOTOPBIX MepepbiB MOXeT ObITb B
BEPXHEeN UMM B HUXHEI 4acTh XUAKW NMbo B ee cepednHe. VHbIMU
CN0BaMW, HanpaB/ieHHOCTb AeliCTBMA reHa 06HapyXMBaeT MeX/un-
HellHble pasnnuus.
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Puc. 1.8. Pa3Hoo6pa3une B BbipaXXeHUM Npu3HaKa nero-
| in y KOpoB, 06bACHAemMOe AeliCTBMEM MHOTFUX FEHOB-
moancukartopos (no: Snyder, David, 1957)

Mone gelicTBMA reHa 0603HavYaeT pasmep 06-

NnacTu, Ha KOTOPYK pacnpocTpaHsAeTca ero

BnusHWe. B cnyyae myTaumu radius incompletus

aTo 6ygeT pasmep AedekTa (nepepbiBa) co-

OTBETCTBYIOLLEA MOMNEPEYHON XUMKHN.

B uem Xe geno? lNoyemy OA4UH W TOT Xe reH
XapakTepusyeTca pasNM4YHOA 3IKCNPEeCcCUBHOC-
M.t0, NMEeHeTPAHTHOCTbLID, CNeunMOUUYHOCTLIO
peictema? OTBeT 6bin HalgeH nyTem aHanusa
B3aumogeiicTeua reHos. Okas3anocb, YT0 Mpo-
ABlEHMe AeNCTBUA KaXKAOoro reHa nojsepraeT -
CS BIMSHNIO MHOTOUYMCNEHHbIX TeHOB-MOAN(MKa-
TOpOB, KOTOPbIE MOPOM MOFYT YaCTUUYHO WK
MO/IHOCTbIO 3a6/10KMPOBaTh €ro BblpaXeHue B
onpefeneHHOM npu3Hake (HW3Kas NMeHeTpaHT- A
nocTb) WAKW, Haob6opoT, CNOCOBCTBOBATH MaKCMManbHOMY MNposBie-
HUKO ero agekTa (BbICOKUI YPOBEHb MEHETPAHTHOCTWM W 3KCMpec-
cuBHocTu). Pycckmii reHetmk bB.J1.ActaypoB (puc.l.9), ydyeHuk
N.K.KonbuoBa, Bblpasnica gaxe B TOM CMbIC/e, YTO BCe reHbl yya-
CTBYIOT B (JOPMMPOBAHMUM KaXAOro Mpu3Haka, M KaxAabll reH yua-
CTBYeT B DOPMUPOBAHNUN BCEX MPU3HAKOB. 3TO, KOHEUYHO, 3KCTpPeMMC-
TCKasa TeyKa 3peHus, HO MOXXHO CMEeNo roBopuTb 06 yyacTUM OYeHb
MHOIMX reHOB B peasin3aLmmn o4HOro npu-
3HaKa.

Tak poAunOCb MOHATUE O HOpMeE
peakuun. 3TO MNoHATMEe 0603HayvaeT
npegensl kone6nemoctu, Bapuabensb-
HOCTM TOTO WAW WHOTO TeHEeTUYECKU
LeTepMUHUMPOBAHHOIO MNpu3Haka. B
>TuX npegenax Npu3Hak MOXeT n3me-

Puc. 1.9. bopuc JibBoBMY AcTaypoB. Yue-
HUK H.K.KonbuoBsa, akagemumk PAH.

OpraHusaTop u nepsblii gupekTop WHCTUTYTa 6MO-
norun passutus Akagemun Hayk, Befyllero B CTpaHe Ha-
YUYHOTO yUpexAeHns no npobnemam 3KCnepuMeHTanbHoM
>MGPUONOTN U TEHETUKN pa3BuUTHs. OAWH N3 opraHusa-
TOPOB 1 MepBbIii Npe3ngeHT Bcecot3Horo obuiectsa re-
HETUKOB M CeNnekLoHepoB. Onucan roMeosncHyto MyTa-
uuto tetraptera y Drosophila melanogaster. Bbinoniun psg
BaXHbIX U NPUOPUTETHBIX UCCNEAOBAHNIA Ha TYTOBOM LUen-
Konpsze, B TOM YnCne A0KasbiBaloLWnX BeAyLlyto posb aapa
H UHAWBUAYaNbHOM PasBUTAK



HATLCA MOJ BANAHWEM KaK reHOB-MOAUMUKATOPOB (T.e. TeHOTUNMNYeC-
KOl cpefbl), TaK U BHELWHNX (haKTOPOB, K KOTOPbIM JaHHbI/ NpuU3HaK
YyBCTBUTE/IEH B XOfE CBOEro pasBuTus. N3BecTHbl, Hanpumep, Temmne-
paTypouyyBCTBUTE/NbHbIE NpU3Haku. CyLlecTByeT nopoja TakK Ha3blBae-
MbIX PYCCKUX (FTOPHOCTAEBbIX) KPOSIMKOB, XapaKTepusyoLmnxcsa onpe-
feneHHol pacuBeTKol. OHU UMelT 6efblil Mex C YepHbIMU NATHAMMU
Ha ywax, KOHYMKe MOpAbl, nanax 1M XBOCTe. DTOT TUN OKPACKW reHe-
TUYECKN feTepmuHuposBaH. OgHaKO ecniy y TOPHOCTAeBOro Kposnuka
BbI6PUTb HAroa0 Ha CMMHE ONpefesieHHbI Yy4acTOK CBONCTBEHHOW UM
B 9TOM MecCTe 6enoii WwepcTn u 3aTeM NOMeCTUTb NOLOMNbITHOE XXUBOT-
HOe Ha X0n0f4, TO BMeCTO 6efoii WepcTy NOL BAUAHWEM OXNAXKAEHUA
BblpacTeT yepHad. OKas3anocb, YTO LBET LepPCTU B PasHbIX yyacTKax
Tena XXMWBOTHOrO 3aBMCUT OT TeMnepaTypbl, NpU KOTOPOW pa3BuBancs
LWepCTHbIA NOKpOB. Tak, Ha CMHe 1 60Kax TEMHas LWepcTb pa3BMBaeT-
ca npu Temnepatype Huxe 1—2°C, ana yuwei 3TOT TeMMepaTypHbIii
nopor paeseH 25—27°C, Anga KoH4YyumkKa Hoca — 29°C u 1.4.

TpeTuin 3Tan pasBuTUa (eHOreHETUKIN — Buoxummyeckniai (40—60-e ro-
bl XX B.). MOXHO CcKa3aTb, YTO OH Hayasnca C OTKPbITUS Benbruic-
KM y4yeHblM XK.Bpalwe n pycckum uyutonorom b.KenpoBckum Bblja-
tOLLeiica PO HYKNEWHOBbLIX KUCAOT B pasBuTum. CTano iICHbIM, 4TO
OHU MMEKT KakKoe-TO OTHOLWEHWe K peanu3aunm HacneACTBEHHONA
MHpopMaLuun, N B HaCTHOCTU B CMHTE3e Besfika, NOCKO/IbKY aKTUBHO-
My CUHTe3y 6efKOB B K/ETKe BCerja npefLwecTBOBan0 HakomjeHue
puboHyknemHoBoi kucnotol (PHK). B cBA3M ¢ 0TKpbITMEM B 50-€ rogpl
ponun ge3okcupuboHyknenHoBoi kucnotol (AHK) kak maTepuanbHo-
ro HOCUTeNA Hac/lefCTBEHHOCTWN CTa/Ji0 B OCHOBHOM MOHATHbLIM 3Haye-
Hue uenn AHK -» PHK 6en0K B npouecce oHTOreHesa. Nocpep-
CTBOM COYETAHUA 3KCMEPUMEHTANbHO-IMBPUONOTNYECKUX U BUOXU-
MUYECKUX METOLO0B Obli MpogemMOHCTpUpoBaH NoTok PHK u 6enka u3
A4pa B LMTONNA3My M Ha060pOT, a TakXKe nokasaHa o6paTuMocTb And-
(hepeHUMNpPOBKN AP B XO4e PasBUTUSA HEKOTOPbIX 06bEKTOB.

Bbina BbifiBNeHa CBA3b (PU3NONOTMYECKUX TpafueHTOoB (Pas3/inyHbIX
CBOCTB aHUMaNbHOr0 1 BEreTaTMBHOIO, a TakXKe J0PCanbHOr0 1 BEH-
TPanbLHOro MoaCOB Pa3BMBAlOLLEroca 3apojbllla) ¢ HepaBHOMEPHbBIM
pacnpefefneHneM HYKNEUHOBBLIX KUCNOT U BENKOB.

MoCKONbKY HawAM NpAamMoi NPOAYKT reHOB — PUOOHYKIEMHOBYHO
kmucnoty (PHK), yganock BbiiBUTb peanbHOCTb AuddepeHLnanbHOl
aKTMBHOCTU reHOB (T.e. guddepeHumansHblil cuHtes PHK) Ha pas-
HbIX CTafMAX PasBUTUA U B Pa3HbIX TKaHAX.

MokasaHa CBA3b ()eHOMeHa IMOPUOHANBHOM MHAYKLMK C 6enKamm
N PUBOHYKNEONPOTEMHAMU W BbIBNIEHbl 3HAYNTENbHbIE U3MEHEHUS B
cmHTese PHK un 6enkoB B xo4e 3TOro mpouecca.

O4HUM M3 BaXHELWNX W KNKYeBbIX COObITUIA paccMaTpuBaemoro
nepmoga ABMNOCb OTKPbITUE B 50-e rofibl aMepUKaAHCKUM TFeHeTUKOM
K.MapkepTtom (puc.1.10) MHOXECTBEHHbIX (Ppakunini hepmMeHTOB,
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Puc. 1.10. KnemeHT MapKepT, BbljatoLnid-
CA aMepMKaHCKWNi reHeTUK u ambpuonor.

OTKpbITUE UM U30(hepMeHTOB PEBO/IOLMOHN3NPOBA-
N0 6BMOXMMUNYECKYIO FeHeTUKy. B HacTosllee BpemMa MeTo-
[bl TEHETUKM M30(EPMEHTOB WCMOML3YTCA BO MHOMMX
obnactax 6MoONOrMN N MeAULUHbI — MONYAALNOHHONR 1
MIONIOLUMOHHON reHeTUKe, MONEKYNAPHON CUCTeMaTuke,
6ronorun pasBuTUA, GMOXMMUYECKON JNArHOCTUKE U T.4.
OpanH 13 aBTOPOB MeTOoja TpacHNNaHTauuu sgep y mne-
konuTawwwmx. Bmecte ¢ [.YpwnpyHrom B 1969 r. ony6nu-
KOBaNn nepeBoe PYKOBOACTBO MO reHeTUKe pasBuTus, No-
Ne3Hoe 1 Mo CeroAHALWHNA AeHb

0603HauYeHHbIX KaK 130hepMeHTbl. Bo

MHOIUX Cny4Yaax Obln N0KannM30BaHbl

FeHbl, KOHTPONIUPYIOLLME CUHTE3 TOTO

WM MHOTO n3odepmMeHTa, M 3TO Mo-

3BO/IN/O BMNeEpPBble ClefnTb 3a aKTUB-

HOCTbIO OTAENbHbIX KOHKPETHbIX re-

HOB B XOfe WHAWBMAYaANbHOro pasBu-

TUSA, UCMOJMIb3ys B KayecTBe cneuu-

(hMYeCKUX MapKepoB aKTUBHOCTb COOTBETCTBYHOLLIMX M30(hEepPMEHTOB,
BbIABISIEMbBIX C MOMOLLLbIO COYETaHUs 3neKTpodopesa U rMCTOXUMU-
yeckoli okpacku. Ha npumepe n3othepMeHTOB 6b110 06HAPYXEHO, YTO
Xcrnpeccus 6UMOXUMUYECKUX, TaK Xe KaK U MOP(OoNornyeckux npu-
3HaKOB peann3yeTcs B pe3ynbTaTe B3aMMOLENWCTBUA F€HOB U LEMOHCT-
pupyeT CXOA4Hble C MOP(ONOrMYEeCKUMN MPU3HAKAMWN 3aKOHOMEPHOC-
TV 3TOro B3ammogelicTeus. B Haweli cTpaHe ugen MapkepTa 66111 BOC-
NPUHATBI yXe B 60-e rodbl, U reHeTUYECKUEe UcCliefoBaHUA nsodep-
MeHTOB Hauyanu J1.M.KopouykuH un ero acnupaHt O./1.CepoB (Ho-
Bocubupck) n HO.M.Antyxos (BnagusocTok). Mpu 3TOM He TONbKO
Mbin 0CBOEHBI Knaccuyeckne MeTofbl aHanm3a U30MEepMeHTOB, HO U
npeanoxeHbl OpPUrMHanbHble CNOCO6bl BbIABAEHUSA CrnekTpa usodep-
MEHTOB B OTAE/IbHbIX K/eTKax Ha pasHbiX CTaAuax ux guddepeHuu-
POBKM.

UeTBepTblii 3Tan — MONEKYNAPHO-TEHETUYECKUIA (MpUMepHO ¢ 60-x
rofoB 40 HalWX AHei). XapakTepusyeTca NPOHUKHOBEHUEM B FeHeTU-
Ky pasBMTUS MeTOAOB MOJIEKYNAPHON 6BMONOTMN W TEHHON WHXEHe-
puu, a TaKxe OpMUPOBaHUEM MNpPeLCTaBAEHUA O KOHKPETHbIX MyTAX
peanu3aunn HacnefCTBeHHOW MHpopmauuun. CTano BO3SMOXHbLIM Bbl-
LenaTb OTAeNbHbIE TeHbl U HEe TOMbKO aHann3npoBaTb 3aKOHOMepHOC-
TW WX 3KCNPECCUU B PasBUTUM, HO W BbIABNATL PEryNATOPHbIE 30HbI
AHK, 0T KOTOpbIX 3aBUCAT 3TN 3aKOHOMEPHOCTH.

PesynbTaToM TakMX UCCNeA0BaHWIA CTano OTKPbITUE TEHETUYECKUX
perynaTopHbIX CUCTEM, KOHTPOUPYIOLWNX 3KCMPECCUIO TEHOB Ha pas-
HbIX YPOBHSAX, HaUMHaaA OT TPAHCKPUNLMUOHHOIO U KOHYasd MocTTpaHc-
MALMOHHbLIM, TKAHEBbIM U OPraHU3MEHHbIM.
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JKcnepuMeHTaNbHble paboTbl B 06/1aCTU TeHETUKNU pasBUTUS MpPo-
BOAATCA B HACTOfALLEE BPemsa Mo OMpefesieHHOMY MnaHy:

* BbIfiIBfIeHNe pa3Hoo6pa3ns no JaHHOMY NpPU3Haky;

* [l0Ka3aTeNbCTBO FEHETUYECKON perynsaumm aToro pasHoobpasmsa (0HO
MOXET 6bITb BbI3BAHO He TEHETUYECKMMU, HO CPELOBbIMU BAUSAHU-
AMU);

* N0KanmM3auus coOTBETCTBYHOLLEro reHa (reHos);

* Bblfe/fleHNe N KNOHMPOBaHWE TeHa, ero CeKBeHWpoBaHWE W “Bbl-
ynucneHne” NPoaykTa;

* aHa/n3 3KCMpeccuun reHa B pasBuUTUN;

* BbIIB/IeHWE PErynaTOPHbIX 30H, KOHTPOMMPYHOLWMX 3KCMpPeccuto,
nyTem MoayyYeHUs TPAHCTEHHbIX XXUBOTHbIX, B TEHOM KOTOPbIX BBe-
[eH COOTBETCTBYIOLWMIA FeH ¢ Nnpunexawumm yyactkammn AHK pas-
HOW ANVHBI;

*  MONEKYNAPHO-TeHeTUYECKWIA aHann3 B3anMOLeNCcTBUA 4aHHOMO reHa
M ero NpoAyKTOB C APYTMMWU TeHaMU U UX NPOLYKTamMu.

B HacToALWee BpeMs Mbl BCTYMaeM B MATbIA Nepuog passuTus eHo-
reHeTUKW, B X0fe KOTOpPOro, BO3MOXHO, OyfeT peLeH OCHOBHON BON-
poc 3TOW Hayku, mocTaBieHHbI ewe T.MopraHoMm: Kakum 06pasom
MOJIEKYNISPHO-TEHe TUYeCKNe COObITUSA B XOAEe OHTOreHesa feTepMumpy-
0T hopMoobpasoBaTebHble npolecchbl? Kak 13 MONEKYNApPHbIX U3Me-
HeHWIi CKnafblBalOTCA M3MeHeHUs mMopdoreHeTnyeckme? Mccnegosa-
HUA wWBeiapckoro ambpuonora B.MepuHra, 0 KOTOpbIX peyb Bhepe-
OW, NMO3BONAT ONTUMUCTUYECKN CMOTPeTb B Oyayliee.

Bknag pocCUMICKMX y4YeHbIX B FeHETMKY pasBUTWA B Mepuog ee cTa-
HOB/leHMA. Tpex e BCEro — 3To ycrnexu B pa3paboTKe reHeTUYecKmx
MeTOL0B YNpaB/ieHUs NMOJIOM Y HacekoMbiX. [laHHas BecbMa akTyasb-
Hasa npobriema CNoXHa, Haf ee peleHnem 6unucb MHorue naboparto-
pUn B pasfiMYHbIX CTpaHax Mupa, HO pelleHa OHa 6bifa NUlWb B (U-
NNTPaHHbIX WCCMefoBaHMAX BbljalolWmnxcsa yyeHbix b.J1.AcTaypoBa u
B.A.CTpyHHUKOBA U MX cOTpyaHMKOB (J1.B.CTpyHHuKOBa, HO.B.[e-
MUH, B.B.KnumMeHko u gp.). NonyyeHHble UMW pe3ynbTaTbl WKNPOKO
MCNONb3YHTCA B 1abopaTopusax pasfiMyHbIX CTpaH Mupa Kak c Teope-
TUYECKUM, TaK U C NpaKTU4ecknm BbixofoM. H.B.Tumodees-PecoBc-
KM No Bo3BpalieHMn B Poccuio nocne 4AMTenbHOro npebbiBaHWA 3a
py6exxoM opraHm3oBas akTUBHO paboTaroLLyo rpynny reHeTMKoBs, BO3-
pPOAMBLUUX (PeHOreHeTMKY B Poccum W NAoL0TBOPHO paboTaBLUUX B
aToin obnactu (B.N.NBaHoB, E.K.MMHTep, B.A.MrauHey, A.B.A6n0-
KoB, H.B.'notoB). Mmu 6611 06Hapy>XeHbl HOBble 0COH6EHHOCTU re-
HETUYECKOr0 KOHTPONA KNeTOYHON feTepMUHaLUK, BbisiBAeHbl 3Tanbl
3TOro npouecca, CPOPMYNMPOBaHbI OCHOBHbIE 3aKOHOMEPHOCTU (hop-
MUPOBaHUA (PEHOTWNA, UCCNef0BaHbl CBA3WN CTAaHOBNEHUA PeHoTUNN-
Yeckoro pasHoobpasus C 3BOMIHOLUOHHBLIMU COOBITUAMMU.
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B WHcTutyTe 6uonorum passutua PAH (Mocksa) A.A.Helidax
in KpblN NepUOLUYHOCTb B MOP(OreHeTUUYECKOW akKTUBHOCTU fAfep B
>MOpUoreHese pasfNYHbIX XXUBOTHbLIX U CBA3aN 3TO AB/EHUME C OCO-
6eHHOCTAMM CMHTe3a MmaTpuyHoil PHK, a yuyeHuku Bbljarowerocs
uutoreHetnka H.H.Cokonosa (M.5.EBreHobes, B.I.MutpogaHos,
>A.Abenesa, A.N./iBaHOB), UCNOMb3yS OPUTMHANbHbIE MOAENbHbIE
W/CTEMbI, BbIIBUNIN TeHbl, KOHTPO/NUPYHOLWMUEe MNpaBUIbHOE TeyeHwue
MUTOTMYECKOrO MpoLecca KNeTok B Xofe UHAMBUAYaNbHOMO pasBuTus.
V opo3odunbl 66110 NOKa3aHO OYEHb PaHHee pasfe/neHne comaTuyec-
KOr0 M FeHepaTUBHOIO NyTeil B xoge ambpuoreHesa

B NHcTnTyTe MonekynapHoi reHetukn PAH (Mocksa) B nabopa-
topun B.A.I'Bo3geBa (E.B.AHaHbeB, T.A.l'epacumoBa, B.T.Kaknakos,
W i-dainsynnnH, B.A.bupwTeiiH) 6binn nccnefoBaHbl MOMEKYIAPHO-
M NeTUYecKne OCHOBbI 3(D(heKTa MOMOXEHUA N MATEPUHCKOTO addek-
i.i, BbIABMHYTA OPUTMHANbHAA TMMNOTE3a O POSIK MOLABUXHbLIX TEHETU-
YeCKMX 3/1IEMEHTOB B OHTO- U (hnsioreHese. 3ta Xe nabopaTopus aBna-
[11CA OL4HON N3 HEMHOTUX B MUpe, rAe Oblan NOayYeHbl Y UCNO/b30BaHbI
BXXKEMNepMMeHTaNbHOW paboTe KyNbTypbl KETOK 4PO30GUbI.

B.B. KOHIOX0B C COTpygHMKamu, pa3BuBas B WHCTUTYTe o6Leli
K-netukn PAH (MockBa) heHOreHeTUKY MO3BOHOYHbLIX, UCCNefoBas
BLUMMOAEWCTBME FEHHbIX CUCTEM, KOHTPONMUPYHOLWNUX (popMUpoBaHume
Inasa 1 KOHEYHOCTEW y MAeKONUTalWmX, U BbIABUI MOEKYNAPHbIE
OCHOBbI 3TOr0 B3aMMOfelCcTBUA.

B MockoBckom yHuBepcuteTe J1.B.KpyLWwHCKWIA BMECTe CO CBOM-
MM yueHukamu (WN.W.Monetaesa, J1.'.PomaHoBa, 3.C.30puHa,
A ®.CemunoxuHa, J1.H.MonoakuHa, O.A.Pnecc) paspaboTanu 3Kc-
nepuMeHTanbHble MOAeNW ANA UCCNef0BaHUA FeHeTUYecKol peryns-
UMM CTaHOBMEHUS MOBefeHYECKUX peakuuii B oHTOreHese. [ns atoro
MblAX BbIBEAEHbI KPbICbl MNMHWUKM KPyWHUHCKOro-MONOAKUHOR C Ha-
* He[leTBEHHON MpepacnoNOXeHHOCTbI0 K ayAMOreHHbIM 3anuaenTu-
YyeckKMM npunagkam, a Takxe npeanoXkeHbl OpUrnHanbHble METOLUKN
O/ N3YYeHUNs pacCcyfouvHOl AesTeNbHOCTU XXUBOTHbIX, BMepBble ONKn-
mLIHON B nabopatopum KpywnHckoro. COBMECTHO C MU3BECTHLIMU MO-
nekynapHbiMn reHetnkamu A.M.PbickoBbiM u C.B.Jlumbopckoii yue-
HUKK J1.B.KpyLWMHCKOro uccnefyoT MONEKYNAPHOTEHETUYECKMEe ac-
MeKTbl 3TUX ABNEHMWIA.

Mockosckune reHetuku P.B.MeTpos, P.J1.He3nuH, O.B.PoxnuH,
| N.Abenes, P.M.XanToB co3janu A0CTaTOYHO MOLLHYHO OTeYeCTBEH-
HYI LIKONMY MOMeKYyNspHOA WMMMYHOreHeTuku. loj pyKoBOACTBOM
| 11T eopruesa pa3BepHyTbl 06LWMPHbIE UCCNef0BaHUA B 06/1aCTU OH-
TOreHETUKMN.

B CaHkT-MeTepbypre copmupoBanacb reHeTmyeckas LKona
M | Nob6awesa, B nocnegytowem sosrnasneHHas C.IM.NHre-Beutomo-
BbIM [eHeTuKa pa3sBUTKA ABNSAETCA OAHUM U3 HanpasieHWid uccnepo-
BaHWii, pa3BMBaemMbixX yyeHukamun M.E./lobawesa. MpnoputeTHble pe-
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Puc. 1.11. EneHa BnagnmuposHa Cas-
BaTeeBa. KpynHelwunii cneynanucTt B
061acTV HEMPOreHeTUKN pasBUTMUSA.

MpeacTaBuTeNbHNLA CaHKT-NeTep6yprckoi
reHeTUYecKoii Wwkonbl. YyeHnua M.E./lobawesa n
B.B.MoHomMapeHKo. Pa3BuBas ux ugew, obHapy-
Xuna y,l:lp030d]llll'lbl HOBbl€ TeHbl, OTBETCTBEHHbIE

Puc. 1.12. AHgpeit Masnosuy [bibaH.
Bblgalownincs poccuinckuiai ambpuonor.

ABTOp MUOHEPCKUX PaboT Mo soKanusayuu
caliToB XpPOMOCOM, OTBETCTBEHHbIX 3a Perynauuio
paHHUX 3TanoB 3M6PNOHANBLHOTO PasBUTUSI MEKO-
nuTatowmnx. Cosgatens poccuiickoii WKonbl 3 06na-
CTW 3KCMepuMeHTanbHoi am6pronorum

33 MPOLECC PasBUTUS M PYHKLUOHMPOBAHUS He-
PBHOW CUCTEMbI, B TOM 4nC/e CBS3aHHbIe C Ae-
TepMuHauueil cnocoGHoOCTel K 06y4yeHnto

3ynbTaThl OblN, B 4AaCTHOCTU, MOJIyYEHbl B TOM €e pa3fefie, KOTopbli
CBAi3aH C M3YYEHWEM TFEHETUYECKOWN Pperynauum pasBuTUS HEPBHOIN
CUCTEMbI M MOBeAeHYECKMX peakunin (B.B.MoHomapeHko, H.IM.Jlona-
TnHa, E.B.CaBBaTeeBa, J1.3.KaiigaHoB, H.I.Kambiwes, C.H.HoBwu-
KOB). OTKPbITbl HOBble BO3MOXHOCTW MOWUCKA HENPOMYTaHTOB Yy pas-
NINYHBIX XXUBOTHBIX, Y KOTOPbIX U3MEHeHbl 0COBeHHOCTU hopMupoBa-
HUS MOBefleHYeCKNX aKTOB U 0O6HAPY>KeHbl HOBble TEHbI, KOHTPONUPY-
foLLMe NaMATb U CNOCOOGHOCTU K 006yYeHUIO. TT0NyUYEHbl TaKXKe AaHHble
0 MOMEKYNAPHbIX acnekTax ux geiictemsa. E.B.CasBateeBoii (puc. 1.11)
6b171 OTKPbIT HOBbIV TeMMNepaTypO4YYBCTBUTENbHLINA FeH agnostic, KOTo-
pblii KOHTPONMPYET MpOoLEecchl pasBuTUA OTAENOB MO3ra Ap030(ubl,
CBfA3aHHbIX CO CMOCOOGHOCTHIO K 00YUYEHUIO.

B CaHKT-lMeTepbypre cnoxunacb TakxXe MOLLHAA LWIKOMA FeHeTUKNU
pa3BuTuA MaekonuTalwWwmx Bo rnase ¢ A.M.Abi6aHom (puc. 1.12). OH u
ero yyeHnkun (B.C.bapaHoB, B.C.PenuH) fetanbHO U3y4yunm posib
OTAENbHbIX YYaCTKOB Pa3fIMyHbIX XPOMOCOM MNEKONUTAKOLWUX B pery-
nAayMm nNpoueccoB WHAWBWAYANbLHOrO PasBUTUSA, UTO MMeeT 60/bLIoe
TeopeTuyeckoe U MeAULNHCKOe 3HauyeHne. BMecTe ¢ MOCKOBCKUM 6MO-
norom C.N.Mopogeukum A.M.Abi6aH BbINONHWUA BaXHble UCC/ef0Ba-
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MHA MO MOJTYYEHMIO TPAHCTEHHbIX XXMBOTHLIX. B ero coBMecTHbIX pabo-
|IX ¢ yyeHuKamu J1.B.KpylWwMHCKOro nokasaHa pofb TpaHCNOKauunii B
' WWHOB/IEHWW CMUCTEM MO3ra, Onpejenswmnx 0Co6eHHOCTHU npouec-
coB 0byueHns. B./.BopobbeB 13 NHcTuTyTa ynutonorun PAH ogHum
H | nepsbIX B MUpe uccrefosan posib TMCTOHOB B Perynaunum akTUBHO-
* T/ reHOB B X0Je OHTOreHe3a, YTO BecbMa CYLIECTBEHHO 414 MOHWMa-
HMS hopMMpoBaHUA cneyndnyeckmx 0Co6eHHOCTE pasNyHbIX 06-
nacTeil pa3BMBalOLLEroCa 3apofbllLa.

B HoBocubupcke OTKPbITME HOBLIX NyTe B reHeTUKe pa3BMTUA CBSA-
lano ¢ aBTOPOM MWOHEPCKUX PaboT Mo LOMECTUKALUUU XWUBOTHbIX
[ K.BensesbiM. OH u ero yuyenuku (J1.H.TpyT, B.N.EBcukos, NM.M.bo-
poauH, B.O.PyBUHCKMIA) 06HapyXWnu BblpaXeHHYl fecTabunusa-
LMI0 TEHETUYECKTX PErynaTopHbIX CUCTEM B XOfe 3TOro npoecca u
HaMeTUnn NyTW aHanns3a ero MoNeKynsapHOreHeTUYyeckKMx OCHOB. Pe-
1yNnbTaTbl, Nony4veHHble [.K.BensdesbiM 1 ero WKoOM0M, HEOBObIUHbIE U
YAWBUTENbHbIE, BOLW/IM B 30/10TON (POHA MUPOBOIA Hayku. Bbigatowim-
ecq nccnegosauns N.d . XXKumynesa n E.C.benseBoin ¢ coTpygHuKamm
MO3BOJIUAN MOCTPOUTL MPUHLMUMNANIBHO HOBYIO CXeMy DYHKLUOHUPO-
MaHns XpOMOCOM B OHTOrEHe3e, HblHe LWWPOKO PacnpoCTPaHEHHY B
MWPOBO nNuTepaType, W BbISBUTb Y HACEKOMbIX MOCAeA0BaTe/bHble
CTagun akTMBaLMW reHHOro Kackafa, UHAYLWUPOBAHHbLIE TOPMOHanb-
HbIMU (haKTOpamu.

1. .KopouKuH ¢ coTpygHukamu cHavana B Hosocnbupcke (6.A.Ky-
wn, O.J1.CepoB, A.A.ApoHwTam, J1.®.MakcumoBckuii, C.M.3akn-
un, N.1HO .PayweH6ax, H.M.MatBeeBa, C.M.Ceupugos, A.H.OHuULleH-
K0), a 3ateM B MockBe (A.A?KapasaHoB, M.3./liogsur, H.A.Tamapu-
Ha, M.P.KonaHueBa) coBmecTHO C nabopatopuei I.lM.FeoprueBa
(I H.EHukononos, IN.B.Ceprees, P.b.XeuymsH) pa3pabotan agdek-
INVHYIO 3KCNEepUMeHTaNnbHY0 MOAENb, NO3BOJIUBLLYIO OTKPbLITH Y APO-
IOGUALL U MNEKOMUTAKOLWMNX MOJIEKYNAPHO-TeHETUYECKNE CUCTEMBI,
KOHTPO/IMpYIOLWMe Ha pas3HbIX YPOBHAX TKaHecneungpuyeckyo akcn-
peccuio reHoB. Mpu 3TOM 6bIn Bbl4eNeH U NPOCEKBEHUPOBAH YHUKab-
Hblli TKaHecneuugpunyeckunii reH, a Takke 6blnu BMepBble NpoaHaiu-
LWPOBaHbl MONEKYNAPHOTEHeTUYECKMe 0COBEHHOCTU npouecca Kne-
TYHOW feTepmuHauuun. Wmun xe, a Takke nabopatopuein /1.C.CaH-
aaxyumesa Obin pas3paboTaHbl U BHeApPeHbl B TEHETUKY pPasBUTUA
YHUKa/bHble MWUKPOMETOAbl UCC/EefOBaHWA, NMO3BOMMNBLUME aHaNU3N-
poBaTb MOJIEKYNAPHbIE U3MEHEHUA OTAENbHbLIX U30NMPOBAHHBLIX Kie-
IOK.

BblgBUHYNUCL U MONOAbIE TanaHTAMBbIE Y4YeHble, NpojomKatoLLme
(haguunmn O0TeYECTBEHHOW FeHEeTUKM pasBUTKUA. 3TO, B HACTHOCTHU, Na-
ypeatbl EBponeiickoi npemun Monogbix yuveHbix — [1.I.Ieoprues
(puc. 1.13), 06HapY>XMBLUNIA CBA3b UHCYNATOPA U NOABUXXHbLIX TEHETHU-
YeCKMX 3/IEMEHTOB WM ONPefeNMBLLUNIA UX PONb B PasBUTUMN KNETOK, U
O 1>.CumoHoBa (pwuc.1.14), OTKpbIBLWAs HOBbI/A FOMEO3UCHbIN TEH Yy
4p0o30(n/Ibl, KNHOUYEBON FeH B MPOLLecCe OHTOreHe3a, BKAKOYEHHbIV B
uenbiii pag ueneid MmopdoreHeTMYeCKMX NPOLECCOB.
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Puc. 1.13. MaBen leoprunesuy [eop-
rnes. OAUH N3 BeAyLWINX B Hallel cTpaHe
crneumanncToB B 061aCTU FreHeTUKK pas-
BUTUSA fpo3odunbl. Slaypeat EBponelickoi
npemMuu Ans MoNofblX yYeHbIX. YneH-Kop-
pecnoHaeHT PAH.

I/Iccne,qosan BINAHME NOABMXXHbIX FreHeTun4ec-
KNX 3/1EMEHTOB Ha q)yHKLI'I/IOHVIpOBaHVIe reHos B
npouecce UHAMBUAYaNbHOTO pasBuTKA. PaspaboTan
OpUTMHaNbHLIA MeTod “HoKayTa” (BbIKNOYEHUA)
OTAeNbHbIX TeHOB AP030(MAbI, MO3BONAIOLW NI aHa-
Nn3npoBaTb UX pO/ib B OHTOreHese

Puc. 1.14. Onbra bopucosHa Cumo-
HoBa. [1epBOOTKpbIBaTE/IbHMLA FOMEO3NC-
Horo reHa lawc y gposogwunbl. Jlaypeat
EBponeiickoli npemun AN MONoAbIX yye-

HbIX.

Wccneposana y Apo30(unnbl HelporeHbl, ro-
MO/IOTUYHbIe COOTBETCTBYKOLMM reHam msekonu-
TalWmx, 1 o6HapyXmnna 0CO6eHHOCTM KX 3Kcnpec-
cumn B x°[le pasBUTUA LiEHTPanbHOW HEPBHOW cuc-
Tembl Apo3odunbl. Mokasana BaXHY ponb /awj-reHa
B MHAMBUAYANbHOM pasBuUTUK, BKKOYad passutune

HepBHOVI CnucTembl

B na6opatopun E.[.Csepgnoa (MockBa) rpynnoii MOAo4bIX uc-
cneposatenein (6patba C.A. u K.A.JlykbaHoBbl, A.H.3apaiickuii,
H.A.'ypckaa) 6bin1 OTKPbIT HOBbI/A TOMEO6OKCCOAEPXKaLLWNiA TeH y aM-
hunbuii n mogmuduumuposaH metog Bbiuntaums AHK, nossonswwmi
aHanM3npoBaTb PernuoHanbHy Cneun@UUHOCTb PYHKLUOHMPOBaHUSA
reHOB B XOf4€e WHAMBMAYaNnbHOro passutusa. B nabopatopumn I.M.IMeop-
rvesa (MHCTUTYT 6uonorum reHa, Mocksa) monogble reHetukun (C.J1.Kun-
cenes, E.A.Mpoxopuyk, A.H.OHuweHko, O.H.KycTnkosa) n3onupo-
Ba/M 1 U3YUWUAWN HOBbIE TeHbl, MPUHUMAOLLME YUYaCcTNE B OHKOreHese.

Poccuitckmnii 6uonor A.M.OnosHnkos (puc. 1.15) npeackasan cy-
LecTBOBaHWE Te/OMEPA3HON CUCTEeMbl, MO34HEe NOATBEPXAEHHOe
3KCNEPUMEHTANbHO, YTO UMeNI0 60NbLIOE 3HAYEHNE B U3YUYEHUUN POK
XpPOMOCOM B KNETOYHOI AutdepeHLnpoBKe.

DTO AaNeKo HenosiHbIA CMUCOK AOCTMXKEHWIA OTeYeCTBEHHON Ha-
YKW B 06/1aCTV TreHeTUKW pa3BUTUA. 34ecb MOYTWM He NpeAcTaBlieHbl
Hay4yHble LWKONbI, paboTatouwime B 061aCTM MEAULMHCKUX aCMeKTOB
FeHeTMKN Pa3BMTUSA, COBCEM He 3aTPOHYTbl paboTbl MO reHeTUKe pac-
TEHWI, TakKe aKTMBHO pa3BuBaBlieiicad B Poccun B 70-e rofbl.
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Puc. 1 15. Anekceii MatBeeBnY ONIOBHUKOB.

Poccuiickuii 6nonor, npeackasaBlUWil YKOpOYeHUWe
|cnomepoB XpoMOCOM B MpoLiecce pa3BUTUS KNETOK U BaX-
Hylo PO/b TeNOMepasbl B MHAWBUAYaNbHOM PasBUTUM

Bce ckazaHHOE CBMAETENLCTBYET O
|<M, 4TO Halun pocCUiiCKMe y4eHble,
paboTatoLe B 061aCTU FeHeTUKN pas-
nuTUS, 06N1afaldT OrPOMHbLIM Hayu-
HbIM NMOTEHLMAaNoM MW B C/lyyae rocy-
[LAapCTBEHHOW NOALEPXKU MOrnu 6bl
(hYHKUMOHUPOBaTb Ha YPOBHE CaMbIX
MbICOKMX MWPOBBLIX CTaH4apToB, 060-
raujas MUPOBYK HayKy W HOBbIMWU
OPWUTMHANbHBIMU WAESMU N HOBbIMM
BaXXHeWLW MK pe3ynbTaTaMu.

i 1] PekomeHfyeMasn nutepaTypa

I AcTaypos b.J1. TeHeTuka 1 npo6nembl MHAMBUAYANLHOTO pa3BUTMA//OHTO-
reHes. 1972. T.3. C. 547—565.

BobkoB B.B. MockoBCKasi LWKOfa 3BO/IOLMOHHON reHeTukn. M.: Hayka,
1985.

1 KopoukuH /.. PasBuTue unccnefoBaHuii no (eHOreHeTWKe XXUBOTHbLIX B
CCCP//OHTOreHes. 1977. T.8. C?*47-562.

I Myspykosa E.b. T.X.MopraH u reHeTnka. M., 2002.
Cokonosa K.B. Passutue heHoreHeTuky B nepBoii nonosuHe XX B. M.: Ha-
yKa, 1998.
Mmmodpees-Pecosckuin H.B., MBaHOB B./. HekoTopble BONpPOChl (heHoreHe-

rMKn//AKTyanbHble BOMPOCHI COBPEMEHHON reHeTuku. M.: N3a-8o0 MIY,
1966. C. 412-433.

/ Korochkin L.I., Koniukhov B. V, Mikhailov A. T. From genes to development:
phenogenetic contribution to development biology in Soviet Russia from 1917
to 1967//Intem.J.Develop. Biol. 1997. V.41. P.763-770.

> Hompocb! A1 NOBTOPeHUs

I Uto Takoe 6M0N0rMs pasBuTUA U FreHeTUKa pasButna?

> Y10 Takoe heHOKpUTUYECKMe (hasbl?

" Mhyem cyTb npegctaBneHnin A.BeiicMaHa 0 reHeTMYECKOM KOHTPO/e OHTO-
reHesa? ComaTnyeckuidi 1 3apofbileBblii NyTw.

I 1) uem pasHuua npegctasneHnii T.MopraHa un P.FonbawimMmnaTa?

mKaKoBbl OCHOBHbIE 3Tarnbl CTAHOBNEHWUA TEHETUKN PasBuUTnA?

h Kakue LLUKONbI reHeTUKOB pa3BUTWUSA CHOPMMUPOBANIMCL B Halleidl cTpaHe?
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naBa BTOpasa

BEAYWAS POJb AAPA B PEMYALUM
POPMOOBPA30OBAHMSA

ONCKYCCU O POJIN AOPA B PA3BUTIN

Peanusauma HacnefCTBEHHON WH(pOpMauWM B OHTOre-
He3e, Byfyuys MHOTOCTyrMeHYaTbIM MPOLECCOM, BK/IHOYAET pasfinyHble
YPOBHU PErynauny — KNeTOYHbIA, TKaHEBbIA, OpraHN3MeHHbIN. Ha Kax-
LOM 3Tane pasBUTWS OpraHu3ma, B xoge mMopgonornyeckon, gusno-
NOTUYECKOW W MONEKYNAPHOI reTeporeHnsaunmn coctaBnfaloWUX ero
KNeTOUYHbIX NoNynaunii QYHKLUOHUPYET 60/bLLIOE KOMYECTBO FEHOB.
KaXablil U3 HUX KOHTPONMPYET X04 TOM WUAN WHON BMOXMMMUYECKON
peakuuu ¥ Yepe3 Hee NMPUHMMaeT yyacTue B OCYLLeCTBNEHUN POPMO-
ob6pasoBaTenbHbIX NpPoLeccoB. JIoKkanMsaunsa reHoB B XpoMocomax agep
onpefenseT BeAyLLyO poNnb NOCNEAHUX B perynaumm gopmoobpasosaHus.
OfHako Mo 3TOMY MoOBOAY A/NINTENbHOE BpemMsA NMPOUCXOLUAN AUCKYC-
CUKN, B OCOBEHHOCTU MexXay ambpuonoramMu u reHetukamu. epsble
OTBOAW/VN OCHOBHYIO PO/ib LMTONNa3Me, BTOpPble, eCTECTBEHHO, ALPY.
T.bosepn B 1904 1. BbIABMHYN KOMMPOMWUCCHYI runoTesy, rnacus-
LY, YTO BCE OCOOEHHOCTU BbICLINX TAKCOHOB W paHHUe CTagum pas-
BMTUA 3aBUCAT NOYTU BCELENO OT LMUTONNA3MbI, B TO BpeMs Kak 0C0o6eH-
HOCTW BUA0BOro M NOABUAOBOr0 Xapaktepa u 6onee nos3gHue ctaguu
pa3BuTnua 06yCcnoBnMBalOTCA AAPOM, U B YaCTHOCTU HaCMeACTBEHHbI-
MU 3a4aTKamu, 3a10XEHHLIMU B XpoMocomMax. 3Ty rmnoTesy pasgens-
nn E.KOHKNWH. N1/1e6, a N3 0TeYeCTBEHHbIX 6uonoros KO.A.dunnn-
YyéwcoTTLLHakoyxe B Hayane XX B. 60MbWINHCTBO amMb6puonoros (Ha-
YyuHas, no-sugumomy, ¢ B.Py n A.BeiicmaHa) nmop BnedvaTieHunem
LOCTVOKEHUI 3apOXAaBLUeica TeHETUKMW CTanu CKAOHATLCA K NPU3Ha-
HUIO TNABEHCTBYHOLWEN ponu fgpa (M N0KaNn30BaHHbIX B HEM FEHOB)
Kak B AeTepMuHaLmu Bcex heHOTUNMYeCKMX ocobeHHOCTel pa3BuUBa-
loleroca opraHuama, Tak U B pPerynauum Bcex CTafuii OHTOreHesa.
EcTecTBEHHO, YTO 3TOr0 B3rnsiga MNPUAEPXMBANUCb N “OTUbI” HOBOWA
HayKn — reHeTuKku.

OMbITbl MO JOKA3ATE/IbCTBY BEAYLLEWM
POMIN SIIPA B PA3BUTUMN

MpaBoTa reHeTMKOB Oblla NPOAEMOHCTPUPOBAHA NULLb B
30-e rogbl XX B. B onbITax hnsnosora pacteHunin I.XemmepnaunHra. OH B
06HapyXun, 4To y O4HOK/IETOYHON Bogopocnm Acetabularia ¢opma
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Puc. 2.1. 9kcnepumeHTbl . XeMMepnunHra, joKasbliBatoLwne BbipaboTKy A4pOM aLe-
wéynapun BelwecTBa, HEO6XOAMMOTO AN PereHepauny WAANKK

WNANKKM (30HTMKA) — OpraHa pasMHOXEHWS, pPa3BMBAIOLLEroca Ha
nepxyLwke ctebns, 3aBMCUT TONLKO OT Agpa. Tak, ecnu y Bojopocnu
ofHoro Buaa — Acetabularia mediterranea —yganuTb cogepxallmnii 4po
punsoung (pmuc. 2.1, A) n cpacTuTb CO CTeb6enbKOM pu3ounsg ¢ S5poMm
apyroro Buga — A.wettsteini unm A.crenulata, To o6pasyeTca LWASMKa,
cBOCTBEHHan A.wettsteini unn A.crenulata, u Hao6opoT (puc. 2.!, B).
OH chenan BbIBOA, 4YTO crneuudmueckas dopma LWAANKW onpeaenseTcs
TONMbKO A4POM M He 3aBUCUT OT LWUTOnNasMmbl.

B 50-e rogbl B.J1.AcTaypoB ucnonb3oBan gnd 4OKa3aTeNbCTBa Bedy-
el ponu sapa B pasBUTMM XXMNBOTHbIX Pa3HYH YYBCTBUTENbHOCTb fApa
M uuTONNasMbl K AeliCTBUIO paguauuun: sSapo BO MHOTO pas 4YyBCTBU-
K-NibHee K 06nyyeHuto, yem uutoniasma. OH 06/1yyan Heoniog4o0TBO-
PCHHble Ailla TYTOBOrO LUENKOMPSAAa BbICOKOW 40301 PEHTreHOoBbIX
Nyyeidi 1 3aTeM ONNOLOTBOPAN MX HOPMaNbHOM, HeoBNy4YeHHON cnep-
MOi. B Aiuo wenkonpsiga 06bIYHO MPOHUKAET HECKO/IbKO CNEpMUeEB.
Mocne aToro fAiua Harpesanucb B TedyeHne 135 muH npu 40°C. B pe-
(ynbTate felicTBMA Tensa XeHCKoe A4P0 YacTo 0CTaeTCA Ha MOBEePXHO-
CTM W He y4yacTBYeT B npoueccax pasBuTua. Takue aiua, NMWEHHbIe
XKEHCKOr0 A4epHOro annaparta, pasBuBalTCA MNyTeM AWUMAOUAHOTO
mLporeHesa, T.e. 06pasyoT S4p0 Apo61eHMA NOCPesCTBOM CAUAHMA
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agep AByx cnepmumeB. CoOTBeTCTBYHOLWMe ocobu Bcerga camubl, U ux
NEerko y3HaloT MpW MOMOLWM TEeHeTUYecKOoW MapKuMpoBkuW. Ecnwm, unc-
nonb3ys 3Ty METOAUKY, COeANHUTL LMTOoNnasmy auy BoTbyx mandarina
c A4pom BoTbyx mori, oTanyaloLwerocs No MHOTMM Mopgofiornyec-
KUM, M3M0N0rMYeCKMM MpU3HaKam U MOBeAEeHMUIO, TO OKasbiBaeTcs,
4YTO pa3BMBaIOLLMIACA OPraHM3M LEAMKOM U MOAHOCTbIO Mogob6eH OT-
LLOBCKOMY, T.e. COOTBETCTBYeT MH(pOpMaLnu, cogepxaleiics B agpe.
Mpu coegmHeHun agep B.mandarina c yutonnasmoli B.mori nonyyeHsl
CX0fHble pe3ynbTtathl (puc. 2.2). OTclofda cnefyet, YTo Uy Wenkonpsaga
thopmoobpasoBaTebHble NPOLECChl ONpefensinTca A4pOM WU He 3aBUCAT
0T uMTONNasmbl.

Ho kak 6blTb C MO3BOHOYHbIMWU? [TOAUYMHAKOTCA NN OHWU TEM Xe
3aKOHOMepHOCTAM? OTOT BONpoc nccnegosan B 60-e rofbl XX B. hpaH-
uysckuii am6puonor J1.lNanbeH mnagwuii. OH McnNonb3oBan B CBOei
pa6oTe gBa 4eTKO 060c06/eHHbIX BMUAa 13 pogda Pleurodeles — waltlii 1
poireti, pa3nuyalOLLMXCAa N0 MHOTUM MOP(PONOTUYECKUM U BUOXUMMU-
YyeckuM npu3Hakam. MyTem CKpewMBaHWiA BblAN NOAYYeHbl TMOPUABI:

Aa4po P.poireti aapo P.waltlii
ymtonnasma P.waltlii ymtonnasma P.poireti

MoToMKM nepsoro nokoneHua (F,) 661K )XNU3HECNOCOBHBI U No-
foBuTbl. CnefoBaTenbHO, NPUCYTCTBME FanjiongHoro Habopa Xpomo-
COM TOrO >Xe BuWAa, 4TO M UMTONNasMa, obecrneymBaeT HOpPManbHOE
pasBMTME 3apofbilla.

[anee lanbeH McNoib30Bas METOA TpaHCNnaHTauuu agep B Ali-
uekneTkn amubuin, KOTOpbIA, Kak CUMTalOT, paspaboTaH amepuKaH-
CKuMu ambpuonoramum P.bpurrcom n T.KnuHrom B 50-e rogbl u nosa-
Hee yCOBEPLUEHCTBOBAH aHTIMCKUM y4yeHbIM [x.[epgoHoM. ABTOPOB

paboTbl BblgBUranm Ha Hobenesckyto
npemMuio. B felicTBUTENbHOCTM 3TOT
meToq 6bin paspabotaH euwe B 40-e
rofbl PyCCKMM Y4eHbIM, OCHOBONO-
NOXHWKOM OTEeYeCTBEHHOI 3KChepu-
MeHTa/IbHO am6puonoruu .B.lona-
woebiM (puc 2.3). CyTb MeToAa 3aK-
nyaeTcsd B TOM, UYTO COOCTBEHHOE
A4pO0 ARLEKNETKA TEM UN UHBIM CMNO-
co60M (MexaHUyeckn unum obnyyeHu-

Puc. 2.3. Teopruit Buktoposuy Jlonawuos.

Bblgatowmiica poccuitcknii am6puonor. OaunH n3 oc-
HOBOMONOXHMKOB 1 KNAacCUKOB OTeYeCTBEHHOIi akcnepu-
MeHTaNnbHO amM6puonoruu, aBTop MeToAa TpaHcnnaHTa-
uun sgep. Ero Metoz peBoOIOLMOHM3MPOBAN IKCMEPUMEH-
TanbHylo ambpuonoruto. Cpefnm 3amM6GpMONOroB XopoLlo
M3BECTHa TaK HasbiBaemasd “onepauus JSlonawosa” mno
MCCNef0BaHNI0 B3aUMOAEHCTBUA UHAYKTOPA U KOMMETeH-
THOI TKaHu, Boweplwas B yyeGHble nocobus



nolawafiyy wuiee I
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25D



eM) yganseTcs, U Yy>XXepoAHOe S4PO-A4OHOP BMPbLICKMBAETCA B AMLEK-
NeTKy C NoMOLWbio MukponuneTku (puc. 2.4). BecHoit 1948 r. I'.B./1o-
nawoB Hamucan Ha 3Ty TeMy 60/bLIYI0 CTaTblo B OAUH U3 OTEYECTBEH-
HbIX XYypHanoB. O4HaKo B aBrycte rpsHyna nevasabHO U3BECTHasa cec-
cus BACXHWN, Ha koTopoi nog pykoeogcTBoM akagemuka T.0./Tbi-
CEHKO € 6/1aroc/fioBeHnUa U Npu NogLepxKe BbICWINUX MPaBUTENbCTBEH-
HbIX YAHOBHWKOB W UAE0NOTOB OT HayKW Ha4yasncs pasrpom reHeTuKku B
Hawei cTpaHe, U Habop cTaTbu JlonawoBa, NMOATBEPXAaBLIEA O4HO
M3 OCHOBHbIX MOMOXEHWUA reHeTukwn, 6bln paccbiMaH. Tem He MeHee
COXPaHuINCb ee Te3nchbl, NOATBEPXKAAIOLLNE POCCUNCKNIA NPUOPUTET.
OHn 6bIMM ony6aMKOBaHbl B cOopHUKe “Pecepatel pabot 6uonoru-
yeckoro otaeneHns AH CCCP” (M., 1945. C. 88—89) n B “Comptes
Rendus (Doklady) de I’Academie des Sciences de I’lURSS”. 1946. V.LII,
N 4). Te3ncbl cogepxanu onucaHne npeanoXeHHOro aBTOPOM MeToAa,
a TakxXe nepsble pe3ynbTaTbl, NONYYEHHblIE C €ro NMOMOLbIO.

VIMEHHO 3TOT MeTOf B35i1 Ha BOOPY>XXeHMe J1.laflbeH U NyTeM MexX-
BMAOBbIX Nepecajok A4ep NoAyYna agepHo-umtonnasmaTmyeckume rnb-
puabl C pa3HO KOHCTUTYLWEN:

AHUManbHbIA CreknaHHas XpOMOCOMbI BbITEKAIOT
nontoc Nr wrna 13 KneTku

A4po m3snekawT
U3 KNneTku goHopa

A0po BBOAAT B
3HyK/lenpoBaHHoe
\ anuo

Aapo kneTkn foHopa
Puc. 2.4. NpuHuun nHbeKUUKN sgep B AliLekneTkn (no: King, 1966)
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Aapo P.waltlii Aapo P.poireti
uurtonnasma P.poireti  umTonnasma P.waltlii

HaunHas co cTagmn paHHein racTpynbl y HUX 06HAPYXMBANUCh TH-
Xenble HapyweHus pa3sutua. OfHAKO HebOo/bLIOe YNCAO TaKUX rub-
pugoB (0Kono 2 %) JocTurano B3poOC/AOro cOCTOAHMA. Bce ocobu no
CMoMM Kapvonornyeckum, mMopqonornyeckumM, CEepoNorMyeckum u Guoxm-
MUYECKUM MNpu3Hakam 6biin Nofo6HbI NpeAcTaBMTeNsM TOro suga, OT
NOTOPOro 6panoch TpaHCcnNaHTUMPOBaHHOE AApO.

Takum 06pa3om, MOXHO YTBepXAaTb, 4YTO cneynduyeckne ocobeH-
HOCTW MHAMBMAYANbHOTO Pa3BUT WA KOHTPOAMPYIOTCA KNeTOUYHbIM APOM.

OBPATUMbI N MSMEHEHWVA AOEP B PASBUATUN?

MpeTepnesatloT nu Aapa AugpepeHLNPOBaHHbIX KNETOK
HeobpaTUMble U3MEHEHUA NPU Pa3BUTUN UNW 3TU U3MEHEHWUSA HOCAT
®yHKUMNOHaNbHbIA XapakTep?

Y>Ke B paHHUX 3KCNepPUMeHTaIbHO-3M6PUONOrMYEeCKUX UCCrefoBa-
HWSX YAanocb BbIACHUTb, YTO MO KpailHel Mepe B XO4e HayanbHbIX
' ragvMin pasBUTMA figpa COXPaHAKT CBOW MOTEHUMAN M CMOCOBHOCTb
obecneyunTb HOpManbHOe pa3BuTMeM 3apogbiweii. OgHaKo 60nee ToY-
Hbli OTBET Ha fAaHHbI BONpOC 6bin gaH nuwb B 60-e rogbl XX B. u
rakke ¢ MOMOLLbIO MeTOoAa TpaHcnnaHTauum agep. Ax.MepgoH y6usan
HAPO HEOMJ0LOTBOPEHHOTO AlLa NATYWKN YNbTPathnoneToBbIMU Ny-
Yamm W 3aTeM TPaAHCMAAHTUPOBAs B HEro A4po M3 auddepeHumpo-
BaHHOI KNeTKM KuweyHuka. Okl 1—2% Takux auL, pasBuBanoch BO
HocnbliX nArywek (puc 2.5). 3Tn gaHHble CBUAETENLCTBYOT 06 0bpa-
TUMOCTU N3MEHEHWA AJep No KpaiHeill Mepe B HEKOTOPbIX AuddepeHuu-
pOBaHHbIX tOreTKax.

Afpa M0O3anyHbIX AL, B YACTHOCTU APO30(UNbI, TaKXKe COXpaHs-
0T CMOCOBHOCTb K 06eCneYeHNt0 pasBUTUA 3apofbllLeil U TNUYMHOK,
4yTo 6bINO0 MOKA3aHO B 3IKCMepPMMEHTaX C TpaHcnnaHTauuein agep ot
MpOAbILei AMKON NMHUM MyX B AiiLa MyTaHToB ywsn3zsoc. O4eBMaHO,
nMpa HeKOTOPbIX CNeLnann3npoBaHHbIX TKAHEBLIX CUCTEM 3KBUMOT EH-
uManbHbl B OTHOLUEHWM COfepKalleics B HUX HAcNefCTBEHHOW WH-
(opmauuu. OfHaKo 3TO NPaBUNO He ABNAETCA YHUBepcanbHbIM. Kak
y)XXe 0TMeyanoch, Npu pa3BUTUN ackapuibl BbiBNEHA AMMUHYLUA XPO-
MJITMHA B COMATMUYECKUX TKaHAX, TO Xe caMoe HabnojgaeTcsa npu pas-
HALWW LWUKIOMNOB U pAfja APYrnX 06bEKTOB. TOYHO Tak e B pasHbIX
COMaTUYECKNX TKaHAX B Xofe uX AuddpepeHUMpOBKKU HabnwogalTcs
MILUEHEHNA B COAEPXAaHWUWM MOBTOPAIOLMXCA MocnefoBaTenbHOCTeN
UMK. Hanpumep, y Drosophila virilis B pa3HbiX cneynanm3npoBaHHbIX
Opi aHax pa3nun4yaeTcsa cofep)xaHue Tpex gpakyuin catennutHoin AHK,
WI0ICTBEHHbIX JaHHOMY BUAY HaceKoMbIX (puc. 2.6).
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HeonnopotsopeHHoe FonoBacTuk
Aiigo(nrHmsa 2-1n) (nuHns \-nn)

Y®-061y4eHvem A0po KneTkn
paspyLiatoT KULLIEYHOTO 3nuTenna
XPOMOCOMbI B BBOAAT B 06/y4eHHoe
Ao
O6nyyeHHoe

ARLO-peLNnUeHT SAnpo n3 kneTku

KWLIEeYHOoro anutenunsa

O6pasoBaHe OrtcyTcTBMe
6nactynbl Aenexuii

Puc. 2.5. Mpoueaypa noayyeHUs NoaoBO3penbIX
ocobeli WNopLeBOl NATYLIKN MNOCPeLCTBOM TpaHC-

| nnaHTaunm agep KNeToK KULIEYHOro annuTennsa ro-

AHOManbHbIA  NI0BACTMKA B 3HYK/eMpoBaHHble aiiua (no: Gurdon,
3apoabi 1977)

XpomocoMmbl B fifiLle WNOPLEBO NATYLW KN AUNKOro Tuna (c

OBYMS AfpbllUKaMW — 2-1K) paspyllaT ynbTpaguoneToBbiM

061y4YeHNeM 1 BBOAAT B HEro AP0 KNEeTKM KULIEYHOro anuTe-
NS TON0BACTMKA LIMOPLEBOA NATYWKA W3 AUHUU C OLHUM
AApbIWKOM (1-nu). B ogHMX cnyyasx ailLo He ennTcs, B Apyrux
CAyyasx pasBuUTMe 3apofbllia HapyLllaeTcs, HO MOXeT PasBUTb-
cq HOpManbHas B3pocnas 0cobb, KNeTKW KOTOPOI copepxar
OZHO AAPbILIKO

B3pocnas nsrylika
(nuuuna [-Nn

Puc. 2.6. CogepxaHue hpakunint JHK B comaTUyeCKUX TKaHAX HACeKOMbIX B X0Ae
andhepeHLUPOBKUN.
A. Pacnpegenenune dpakunii HK D.viri/is (a), D.americana (6) u ux rubpuga (8) B rpagneHTe NA0THO-

cTn HeirTpanbHoro CsCl (no: Atherton, Gall, 1974). Mo ocu abcyuce — nnaByvas NAOTHOCTb; MO OCKM OpPAU-
HaT — OnNTU4eckas MAOTHOCTb.

B. Pasnnuus B cooTHOWeHUN (pakuymniti catennntHoil [JHK B pasnnuHbix opraHax D.virilis (no: Gall,
1975)
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MPOBNEMA KTOHMPOBAHWA XNBOTHbIX.
nyTn PEWEHWA, CNOXHOCTN N BOMPOCHI

O6HapyXeHne 3KBUNOTEHLMANbLHOCTU SAfEp Y HEKOTOo-
pbIX 06BHEKTOB U NPUHLMUNUANBHAA BO3MOXHOCTb K/IOHUPOBaHUA am-
thnbuii NpuBenn K NOCTAHOBKe BOMpOCa O KOHUMPOBAHHOM pa3Befe-
HUM maekonuTalwWwmux. Bonee TOro, BOKPYr 37Ol Mpo6aembl CAOXU-
Hacb aTMocepa HeonpaBAaHHOro ONTUMMU3MA.

B 70-e rogbl XX B. nossunuch nyénmkauumn padotaswero s CLUA
weeiuapckoro ambpuonora K.MnnmerHcee (K.llimensee), B KOTOPbIX
MMTOP LEMOHCTPUPOBAN TpexX Mbiwei, 6yATO 6bl KJIOHMPOBAHHbLIX B
pe3ynbTarte ero akcnepumeHToB. OAHAKO 3TW OMbITbl HE CMOT/X BOC-
MPOM3BECTN B APYrnx naboparopmax, a KOMUCCUA U3 KOMMETEHTHBIX
|[HI0N0roB Npu3Hana pesynbTaTbl aBTOpa HEJOCTOBEPHbIMU. Bosee Toro,
nonbitax Ax.Mak-Ipata u .Contepa (J.McGrath, D.Solter) B 1984 r.
[>bL10 MPOAEMOHCTPUPOBAHO, YTO KOMBUHAL NS ABYX MYXCKUX UK ABYX
YEHCKUX NMPOHYK/NeycoB NPUBOAMUT K OCTAHOBKe 3aM6PMOHANbLHOTO pas-
MMTMA MblleR, a agpa 8-KNeTOYHbIX 3apoAblllell U BHYTPEHHeR Kie-
loyHoW macchl 61acToOUUCTLI He 06ecneynBaloT pa3BuTKeE in vitro agep-
HbIX TPAHCM/IAHTATOB Jaxe A0 cTafguu Mopynbl. Hebonblwas yacTb agep
(5%), nony4YeHHbIX OT 4-KNETOYHbLIX 3apoAblweil, obecneynBana pas-
NMUTWE TOMbKO J0 cTafuu Mopynbl. B 10 Xe Bpems 19% 3HYKnenpoBaH-
MbIX 3UFOT, COAepPXalnx aapa 2-KNeTOUYHbIX 3apOojbllleil MbIlWK, pas-
HABANNCb 4O CTAAUM MOPYNbl UAM 61acTOLUCTLI. DTU AaHHble, Kasa-
nocb 6bl, YKa3biBanM Ha T0, YTO B-“MOpPMOreHese MbIWMN NPOUCXOAUT
ObICTpas NoTeps TOTUNOTEHTHOCTW KNETOYHbIX Agep. CXof4Hble C/OX-
HOCTW BO3HWKanu u npu pabote ¢ IMOPUOHAMUN KPOMKOB.

Mexgy Tem, B 1987 I. B pocCUiiCKOM XypHane “Buodunsuka” 6biia
ony6nukosaHa cTatbsl J1.M.YalinaxsiHa ¢ coaBTopamu, B KOTOPOW npeg-
narasiocb 3aMeHWTb TpaHCMJaHTauuo Agep 3/1eKTPOCTUMYIUPYEMbBIM
| tmaHnem knetok. Kapuonnact nofyyanu M3 paHHUX 61acToMepos
npoabiweii Mblwn. B psge cnyvyaes aBTopam yaanocb 4O6UTLCA poxae-
HWS Mblleid B TakMX akcrnepumeHTax. B 1989 r. C. YunnagceH
(S.Willadsen) nonyumnn vetbipe reHeTUYECKN UAEHTUYHbIX 6blUKa XOSI-
| refiHeKo/ nopoabl B pe3ynbTate nepecagkn B PeLUNUEHTHbIe 3HYK-
HCUPOBaHHbIE ANLEKNETKM JOHOPCKUX AL4EP, BblAeNeHHbIX M3 aesar-
pernpoBaHHbIX 61aCTOMEPOB OAHOr0 32-KNeToyHoro 3apofbiwa. Of-
li.iko He ygaBanocb NoNyUYnTb KNOHUPOBAHHBLIX MAEKONMUTAKOLWMNX NpU
|p;wcnnaHTauMm B 3HYKIEMPOBaHHYIO ANLEKNeTKY f4ep coMaTuyec-
KO KNeTKM OT B3POC/Or0 XMBOTHOFO, O Yem, COOCTBEHHO, U MeyTa-
m [loTOMY Ha Kakoe-TO Bpems BOLapuinocb crnokolicteue. W Bapyr,
| Ik rpom c AcHoro He6a, — oBeuka fonnau!

BputaHckuii am6punonor A.BunbmyTt (Wilmut) B 1997 r. ony6nunko-
njucratblo, B KOTOPO coobLyan, 4Tto emMy y4anocb KIOHUPOBaTb OBLY.
[Ha aTOoro 66111 UCNONb30BaHbl A4pa COMATUYECKUX KETOK U3 TKaHU
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FeHoTtun A FeHoTtun B FeHotun B Fenotun A

KneT*
* >Kene

faapa ' IN 1
KMX | TpaHcnnaHTauma
PekoHCT pynpoBaHHas
Pyvp Mopyna.
CTumynauna
ApolneHns

Puc. 2.7. CxemMa reHeTM4YeCcKOro KJoHMpoBaHuA oBLbl (No: AcnaHsaH, 1998).
3 — HyKnenpoBaHHasa fiilekneTka

MOJIOYHOW XXefnesbl B3POCNOW OBLbI, KOTOPble BBOAWUAM B 3HYK/IEMpo-
BaHHble fAliLekneTkn. O6pa3oBaBLIVecs AUNNONAHbIE 3UTOTbl CTUMY-
NMpoBanu K Apo6AeHNI0 3N1EKTPOLLOKOM U TPaHCNIAHTUPOBaIU B 0BLY-
peunnueHTa (puc. 2.7). TIPOUEHT MONOXMUTENbHbIX PE3YyNbTaTOB OblN
BeCbMa HU30K: 13 250 3uroT 6blsia nonyyeHa Bcero ofHa osua. OgHako
NOAHABLUAACA BHayane BOJIHA 3HTy3MasMa CMeHunacb CKEncucom: B
AHBAPCKOM HOMepe >XXypHana “Science” 3a 1998 r. nosBuiacb cTaTbs
nTanbaHcKoro 6uonora B.Crapamenna n goktopa H.3aliHaepa u3 Pok-
(hennepoBCKOro yHWBepcuTeTa, B KOTOPOW coo6lanocb, YTO B Tpex
nabopatopuax He yfAanocb BOCMPOU3BECTU 3KCMePUMEHTbI BunbmyTa,
M BblNN BbiCKa3aHbl COMHEHUA B UX A0Ka3aTe/lbHOCTU. [lesio B TOM, YTO
BunbmyT 6pan KNeTku Ans KNOHUPOBaHWUA U3 MOJIOYHON Xenesbl 6e-
pemMeHHOW 0BLbl. OfHAaKO B Cllyyae 6epeMeHHOCTM BO3MOXHO nonaja-
HUe 3MOPUOHANbHbLIX K/IEeTOK B CUCTEMY LUMPKYNALUN, U UMEHHO Ta-
KYH KNeTKy MOT C/ly4yailHO “noiimatb” BuabMyT B X0f€e 3KCMEpUMEH-
TOB, U MMEHHO 3Ta KneTka obecneymna ycrnex B ero pabore. OfHako
TakKoro poja pesynbtat OTHIOAb He ABNAETCHA HOBOCTbIO, MOCKONLKY
A4pa aMOPUOHANbHbLIX KNeTOK CMNOCO6HbI 06ecne4ynTb HOpManbHOe pas-
BMTWe 3apojbilla. Bnpoyem, TOHKWI A MONEKYAPHO-TeHEeTUYECKNA aHa-
NN3 BCe e MOATBEPAMW/, YTO reHoTun Jonnv cCoOOTBETCTBYET FEHOTUMNY
[LOHOPCKOA COMAaTMYecKOl KMeTKW W, CNefoBaTeflbHO, 3Ty OBeuKy
MO>KHO CUNTaTb KNOHUPOBAHHON.

B 1998 r. B MoHonyny rpynnoit P.AHarnmaun (R.Yanagimachi) 6bi1m
NMpoBeAeHbl 3KCMEPUMEHTbI, B XOL4e KOTOPbIX MPaKTU4YecKn Oblnn pe-
LEHbl TEXHUYECKNE NPO6eMbl KNOHUPOBaHUSA Mbllleid. CyTb 3TUX 0CO-
6eHHO 4EMOHCTPATMBHbIX 3KCMEPUMEHTOB OTPaXeHa Ha puc. 2.8. ABTO-
pbl MCNONb30BaNN AN TpaHCNNaHTauumn agpa KNeTok, OKpyXawLwux
oounT (KNEeTok Tak HasbiBaemoro cumulus oophorus), knetok CepTo-
NN U3 CEMEHHWKOB W KNETOK, BblJeNeHHbIX U3 M03ra (aBTOpbl YTBEPX-
[alT, YTo OblAV B3ATbl UMEHHO HEeNWpOHbl, OAHAKO W3 TeKcTa CTaTbu
He 0YeHb NOHATHO, 6bIAN NN 3TO AEWCTBUTENbHO HEWPOHbLI UK KNeT-
Ku rnun). Aapa, Bblfe/leHHble U3 COMATUYECKUX KNeTOK, MHbeunpoBa-
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[JoHop sagpa

[Oovop oouynta  CLLL comaTnyeckoii
KNeTKn
I nyl
.o y ' Cenekuus
Ypanexve KneTok
agpa
oouyuta LI
N °lY,, BoinaBnusaxue"
, MycToe' Afpa Ana
AiLo NHBEKL MU
VHbekumsa agpa
1-6 uachl
KoHaeHcauusa
XpPOMOCOM
AkTuBauus
oouuta
MNogasneHve
chopmmpoBaHns
noNApHbIX Tenew,
O
KynbTusuposaHve dopmmpoBaHne
3amM6puroHa NCceBONPOHYK/1eYCOB
MepeHoc am6GproHa
B NPUEMHYO ,MaTb"
£9
w na cm

Puc. 2.8. Cxema KnoHMpoBaHMa MbiwK (No: Yanagimachi, 1998)

in M 3HYKNenpoBaHHOE ANLO C NOMOLWbI0 MUKpPONUNEeTKK. ARLO ak-
TUPOBANU K PasBUTMIO MOMELLEHMEM B CreLnanbHblii pacTBop (Tak
mMH uneaembln HEPES-CZB), cB060AHbIA OT KanbLusa, A06aBASAM
*1[OHUMA N yMuToXanasuH. CTPOHLWIA aKTMBMPOBAN ANLO, TOrAa Kak
| nm.unii nogaenan obpasoBaHue NOMAAPHbIX Tenel,. SMOPUOHOB Ky/ib-
tunuposanu Jo ctaguu 2—3 KeToK (MOpPYnbl UAKM 6nacTynbl) U 3aTem
[)|tHCNNaHTMpOBanu B MaTKy MPUEMHOWA MaTepw, rAe MHOTME U3 HUX
UMMNaHTUPOBANNCL Y NPOAOMKANU pa3suTue. MpoueHT "Bbixoa" pox-
MU inbIX MbiWwaT (UX U3BNEKANIN C MOMOLL I KecapeBOro CeYeHUs Ha
IMS- 19-1 gHM 6epemMeHHOCTU) OblT HU30K: B PasHbIX CEpPUSX aKcne-
prmeHTOB OT 2 10 2,8%. MosiekynapHble UccrefoBaHua goKasanum npu-
HHO/IEXHOCTb A4ep POXAEHHbIX MbIWAT K KNeTKam JoHopa coMmaTtu-
/M KUX KNETOK.
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Takum 06pas3om, No KpaiHei Mepe B HEKOTOPbIX cnyyasx bbina go-
Ka3aHa CnocoBHOCTb Afep COMaTUYECKUX KNeTOK 0becneumsaTb HOP-
ManbHOe passuTue MaekonuTawwmux. CnefosaTenbHO, NOMyYeHne Kno-
Ha NPWHLUMNUANLHO BO3MOXXHO U B 3TOM Cyyae.

Cnepyet ogHako OTMeTWUTb, YTO, X0TA paboTbl A.BunbmyTa n yye-
HbIX U3 ToHONyNy ABNAOTCA 6ECCNOPHO BbIJAOLWMMCA JOCTUXEHNEM,
NepcnekTUBbl MX faNnbHelLllero passuTus crneayeTt OLeHMBaTb C OCTO-
POXHOCTbIO. Ha camom fene, nonyymTb abCOMIOTHO TOYHYKO KOMUIO
[aHHOT0 KOHKPeTHOro XXWBOTHOTO (@ MMEHHO Takas KOHeyHas Lesb
CTAaBUTCA B 3KCMEPUMEHTAX MO K/OHWPOBAHWMIO) HAMHOIrO CNOXHee,
YyeM 3TO MpefCcTaBAAETCA NPU MOBEPXHOCTHOM 3HAKOMCTBe C npobie-
mMoil. TexHunuyeckas pa3paboTka MeTOAOB K/IOHUPOBAaHWS OTHIOAb He
pelaeT 3Ty 3afjady. Befib CTPYKTYPHO-(DYHKUWOHANbHbIE U3MEHEHUS
f0ep B X04e UHAMBUAYaNbHOIO Pa3BUTUA XXUBOTHbLIX JOCTATOYHO Ty-
60KMN: OfHMW TreHbl aKTMBHO paboTalwT, APYrue WHaKTUBUPYIOTCA U
“monuar”, Nnpu 3TOM caMm 3apOoAbil NpeacTaBnset coboi cBoeobpas-
HYH0 MO3auKy noseii pacnpegeneHns GyHKLUNOHANbHO Pa3fiMyHbIX re-
HoB. UeM opraHusm 60nee crneunanu3vpoBaH, Yem Bbille CTyMNeHbKa
3BONOLMNOHHOM NeCTHUUbI, Ha KOTOPON OH CTOWT, TEM 3TW M3MeHe-
HUS rny6xe n Tem TpyaHee 0OpaTUMbl. Y HEKOTOPbIX OPraHu3MoB,
HanpuMep y U3BECTHOIO KULIEYHOro rnapasuta ackapuibl, reHeTnyec-
Kt matepman B 6yAyLLNX 3apOAbllLeBbIX KNeTKax 0CTaeTCH HEU3MeH-
HbIM B XOZ€ pas3BuTMUA, a B APYIMX, COMATUUYECKUX K/ETKaxX Bblbpachl-
BatoTCca 60nbwime gparmeHTol JHK — HocuTens HacneacTBeHHOMN WH-
thopmaumun. B spuTtpouuTax nTuL sapa “cMOopLLMBaIOTCA” B ManeHbKWi
KOMOYEK M He paboTaloT, a MOTOMY M3 3PUTPOLMUTOB MJIEKOMUTAIO-
WMX, CTOALLMX 3BOMOLMUOHHO Bbille MNTUL, BOO6LLE BblbpacbiBalOTCA
3a HeHafo00bHOCTbIO. Y NN0A0BOA MYLW KN APO30dP ULl 0COGEHHO YeTKO
BblpaXeHbl NPOLECChbl, CBOWCTBEHHbIE W APYTMM OpraHmM3Mam: cenek-
TUBHOE YMHOXEHWe WM, HaobopoT, HefoCTaya KaKUX-TO Y4acTKOB
OHK, no-pasHoMy npoAaBnArLWMeECs B pasHbIX TKaHAX.

MHoro wyma B cB3N ¢ paboTamMy Mo KIOHUPOBAHUIO Bbi3Bas eLle
M TOT (paKkT, YTO B Xofe AUPPepeHLUPOBKN COMATUYECKUX KNETOK
XPOMOCOMbI MOC/Iej0BATE/IbHO YKOPAaYMBAKOTCA Ha KOHLAx, B 3apOfbl-
LEeBbIX & KMeTKax cneuunanbHblli 6enoK Tenomepasa AOCTpauBaer,
BOCCTaHaB/MBaeT UX. [10NyYeHHbIe B 3TOM HanpaB/ieHUW JaHHble, 0Ye-
BUAHO, NMLWHWIA pa3 CBUAETENbCTBYIOT O PasnMyusax, WHOrga focTa-
TOYHO CYLLLECTBEHHbIX, MeXAY 3apOblLLUEeBbIMU N COMATUYECKUMUN KieT-
Kamu. CrefioBaTe/lbHO, He Tak-TO NPOCTO OTBETUTbL Ha BOMPOC O TOM,
CNOCOGHbI N1 A4pa COMATUYECKUX KNeTOK NMO/THOLEHHO 3aMeHUTb A4pa
KNeTOK 3apoAblLIeBOro Nyt B UX yHKLMUK 06ecrnevyeHns HopManbHO-
ro passutug 3apogbiwa! CknafgblBaeTca BrneyaT/ieHWe, YTO TPaHCNaH-
Tauma agep C Lenbio KNOHUMPOBAHUSA KaK 'y HU3LWUX MO3BOHOYHbIX, TakK Ny
MNIeKONUT AL KX, 3aBepaeTCad O THOCUTENbHbIM YCNeXoM TONLKO B TeX
cnayyasx, Korga B Aiillekne TKy nonagaeT f4p0 Tak Has3blBaeMbIX CTBO/O-
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LU,N KNETOK. DTO Te KNETKW, KOTOpble HelaBHO YAanocb 06HapyXuTb B
p.MHBIX TKAHAX MHOIMX OPraHu3MoB U KOTOPble COXPaHAT 4OCTaTOu-
HO BbICOKWI MOTeHUMan pa3BuTusa (MOpPOK TOTUNOTEHTHOCTbL). Konu-
YecTBO UX B TOW UAW WUHON TKAHW HeBenUKO: 0Kono 0,5—2% u MeHb-
we. OHO BMOJIHE COMNOCTaBMMO C TEM HU3KMM MPOLEHTOM BbIX0Aa,
KOTOpbI HabnogaeTcs B OMNbITax N0 KJAOHUPOBAHUIO XXUBOTHbIX.

KITOH U KONuga —3To oAHO W TO XE NN HET?

MonyyeHne KnoHa elwe He O3Ha4aeT MONYyYeHUS TOYHOM
KOMUW KNOHUPOBAHHOIO >KMBOTHOr0. Tak, uccnegosaHusamm B.A.CTpyH-
NMUKOBa NOKa3aHO, 4YTO B NapTeHOK/IOHaX Lenkonpaga pasHoobpasue
Mo MHOTMM Npu3Hakam (Hanpumep, No Becy ocobu, ee pasMmepam v NPoOAYyK-
TUBHOCTM) MOXKET ObiTb Aa>ke BbllLE, YeM B OObIYHOA nomyasuuu.
I 11.PbickoB 1 H.A.KaH M3 MOCKOBCKOro MHCTUTYTa BUONOTMN reHa
0OHapYXW/n, 4TO pasHble ALWEepULbl B NMpeAenax OJHOro napTeHOKIoHa
MOryT pasMyaTbCA N0 HEKOTOPLIM BUAAM NOBTOPAOLMXCA Nocneaosa-
TenbHocTel AHK, T.e. ux reHom He ABnsie TCA abCONOTHO UAEHTNYHbIM!
I3BECTHO TaKXe, YTO “eCTeCTBEHHbIN” KNOH — 0fHOANLOBbIEe (MO-
HO3WUTOTHble) 6MM3HELbl YenoBeKa, XOTA U O0YEHb MOXOXW ApPYr Ha
Kpyra, HO He WAEHTUYHbI. A Befb OHW Pa3BMBAKOTCA B MaTKe OfHOM
matepu, T.e. B abCONOTHO paBHbIX YCNOBUAX, KOrAa npejenbl Konebé-
NemMocTu pas3/fIMyHbIX NPU3HAKOB B paMKax HOPMbl peakLunu CBefeHbl K
MUHUMYMY. B cnyyae Mcnonb3oBaHMA NPUEMHbLIX MaTepei Npu KNoHN-
pOBaHUN MJIEKOMUTAKOWMX CTOMNb UAeaNnbHble YCN0BUA CO34aTb HEBO3-
MOXHO, W, cnefoBaTeslbHO, abCcoNTHAaA TOYHOCTb KOMUPOBAHUA UC-
xofHol 0CO6U efBa I MOXET 6bITb 06ecneveHa.

UT0 KacaeTcA K/IOHMPOBaHWSA YefloBeKa, TO Mepes HUM CTOAT Herpeo-
[OIMMble 3TUYeCKMe nperpagbl, NOCKOMbKY 60/blIas YacTb TPaHCcnIaH-
TPyeMbIX B MPUEMHYK MaTb 3apOAblLLeil pa3sBMBAETCSA C aHOMAIUSIMUK 1
wlH) MOrMGHET, NMM60 POANTCA YPoAamK, YTO C MOPasIbHOM TOYKWN 3peHMS
HezonycTmmo!

YTO B/INAET HA oYHKUMWN AOEP B PA3BUTNN?

Anpa, faxe ecnm OHW 3KBUMOTEHUMANbHbI, B PasHbIX
ymeTax 3apofblllia U B pasHble Nepuojbl PasBUTUA MPOABNAIOTCA pas-
HbIMW CBOMMU “cTOpoHamun” (AnddepeHuymanbHas akcnpeccus). Mo-
MOKNAIOLWee 60/bLWMHCTBO 3MOPUOOTOB M TEHETUKOB CBA3bIBAET 3TO
r nonagaHnem 3KBUNOTEHLUANbHLIX A4EP B PasHyl LMTOMNIa3My.

[eicTBUTENbHO NN pasHas LuTonasmMa MOXEeT U3MEHSATb (hyHKLMO-
W.LWbIKOE COCTOAHME Afep? OTBET Ha 3TOT BOMPOC Obla MOSYYeH B ONbl-
tiix Ha [ByX 3KCMepuUMeHTaNbHbIX CUCTEMAX.

. MepBas cucTema — rubpmuabl COMaTUYECKMUX KeToK, 0bpasyto-
LMecs B pe3ynbTare WX CAUSHUA: FTOMOKapPWUOHbI, KOrfa CivMBatTCs KneT-
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Puc. 2.9. PagnoaBTorpacg retepokapmoHa,
KOTOpPbIA B TeyeHne 20 MUH MHKYyb6upoBancsa
c ypugmHom (no: Xappwuc, 1978).

KneTka (HelLa) cogepxunT oAHO cO6CTBEHHOE SAPO
N TpU AApa KYPUHbLIX 3pUTPOLUTOB, HAXOAALWMXCA Ha
pasHbIX CTagusax yBenuueHus obbema. Bce sgpa cuHTe-
3upytoT PHK. C yBenuueHnem ob6bema aapa Bo3pacTaeT
KO/MIMYECTBO BKIHOUYEHHOW METKM

KW Of4HOro TWna, W reTepokapuoHbl, KOrga CAMBAKOTCA KNEeTKW pas-
NNYHOTO TWMa. BieHNe cOMATUYeCKO rmbpuanszanm OTKpbIAM amepu-
KaHckuidi uutonor I.bapckuii (G.Barski) B 1960 r. u ¢hpaHLy3 pycCKO-
ro npovcxoxgeHunsa b6.3dpgpyccu (B.Ephrussi). 3ddpyccu obHapyxun,
YTO B CMEeLIaHHOW KynbType pa3HbiX KNeTOK M3pefka MOXET MPOUCXo-
OWUTb UX cninaHne ¢ o6pa3oBaHWeM comMaTUyeckux rmbpuaos. B ganb-
Helllwem 6bin pa3paboTaHbl CNOCOOLI MHAYLUPOBAHUSA CAUSHUA Kie-
TOK C MOMOLblo 06paboTkm BMpycom CeHpail, MHAKTUBUPOBAHHbIM
yNnbTpaunoneToBbIMM Nyvyamun, M30NEUUTUHOM W OPYTMMU areHTa-
MW, YTO 3HAYMTENIbHO MOBbILWANO BbIXO4 TMOPUAHBIX KneTok. Okasa-
NI0Cb, YTO €Cnu, Hampumep, 3PUTPOLUTLI Kypuubl, B KOTOPbLIX fAgpa
WHAKTUBUPOBaHbl U He 06HapyXMBAKT TPAHCKPUNLMWUK, CANBAIOTCA C
OMyxo/ieBbIMM KneTkamm Hela, KoTopble XapakTepusyoTCH BblCOKUM
ypoBHeM cuHTe3a PHK, To B TakOM retepokapuoHe ffapa KypUHbIX
3pPUTPOLMTOB HAaUMHAKOT aKTUBHO cuHTe3nposatb PHK. MNoka3aH no-
ToK PHK 1 6en1K0BbIX BelecTs U3 A4pa B LuTonnasmy u obpaTHo (puc.
2.9).

CnefoBaTenbHO, (MYHKLMOHANLHOE COCTOAHNE afep 06Hapy>KnBaeT B
[aHHOM Ccfyvyae 3aBUCMMOCTb OT BMAA LMTONNasMbl, B KOTOPOi Haxo-
anTces agpo.

. BTopas cucTema — onATb-Taku TpaHcnnaHtauma agep. Ax.le
0OH (puc. 2.10) mucxofgun m3 TOro 06CTOATENbCTBO, YTO Ha PasHbIX
cTagmax passuTuna aiina QYHKLMOHaNbHOE COCTOAHME ero agpa cylye-
CTBEHHO u3MeHseTtcd: cuHTes AHK, cnHtes PHK, nHaktmusauma agpa
N KOHJeHcauuns xpomaTuHa. OH NpegnonoxXun, 4to pasinyuns B PyHkK-
LMOHANbHOW aKTMBHOCTM Afpa 3aBMCAT OT (haKTOPOB, COoAepKaluxcs
B uuTonnasme. Ecnu ato Tak, QYHKLUA NOGbLIX A4ep, TpaHCNNaHTUpo-
BaHHbIX B pa3BMBalOLLeecs ANL0, LO/MKHA NPUATA B COOTBETCTBUE C
(yHKL el cOBCTBEHHOrO A4pa KneTKn-xo3samHa. epfoH ncnonb3osan
ANA TpaHcnnaHTaunmu agep, U30MUPOBAHHBLIX U3 K/IETOK, B3ATbIX Ha
pasHbIX CTaAuAX pasBuUTUA — cTafnmn 6nacTynbl — Korja B Afgpax ak-
TUBHO cmHTe3upyetcsa AHK, Helipynbl — korga B agpax Habntogaetcs
cuHTe3 PHK, v aapa B3poC/blX HEPBHbLIX KNETOK, XapaKTepusyoLinx-
CA BbICOKWMM YpPOBHEM TpaHCKpUMuuun. Pe3ynbTaTbl ero aKCnepumMeH-
TOB MpeAcTaBfieHbl Ha puc. 2.11. I3 HUX cnefyet, 4To DYHKLMOHAaNbHaA
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Puc. 2.10. >xoH epaoH. Bbigatowmincsa aHr-
nuiicknii amé6puonor.

[loBen 10 cOBeplIEHCTBA METOAMKY TpaHCnnaHTauuu
Micp. Bnepsble NONYy4M KNOHUPOBAHHBIX 3KCMEPUMEHTab-
MbIM NyTeM MO3BOHOYHbIX XXMBOTHbIX. V3BECTEH Takxe CBO-
UMK paBoTamn Mo U3y4YeHUI0 MeXaHU3MOB IMOGPUOHANbHOW
MHAYKUMK. PaspaboTan MeTOAUKY BBefeHNs MaTpuyHoil PHK
N W6pNOHbI M Habnogan NPOUCXOAALLMIA B Hell cuHTe3s
*Hennduyeckoro benka

aKTUBHOCTb TPAHCNIaHTUPOBAHHOIO A4-
pa NpUXoAuT B TOYHOE COOTBETCTBUE C
(hYHKLMOHaNbHbIM COCTOSAHMEM fAfpa
KneTku-peynnueHTa. CnefoBaTenbHO,
pasHas uMTonnasma WHAyLMpyeT pasHble
(dbyHKUMOHAbHBIE COCTOAHNSA HaxopasLle-
MCS B HEM ffpa.

Anpa
13 KNeTok, mosra
B3POC/ION NATYLW KN

KOHAEHCUPOBAHHbLIE ~ XPOMOCOMbI,

| MpuKpennieHHble K BepeTeHy

Aapo
oounta
Mepeca-
XeHHble
aapa
3penbilit Oouunt Ha cTagumn
oouunt nenexnii
CunTte3s PHK co3peBaHus
MepecaxeHHble Aapa
YBenuueHve obbema O6pa3oBaHne KOHJEeH-
ncuHtes PHK; CUPOBAHHbLIX XPOMOCOM
nossieHve Ha ymMTonnasmatuyecknx
AApbIWeK HUTAX BepeTeHa
OHK PHK n [HK
He cuHTe3upyeTtcs He CuMHTe3upylTca

Mepeca-
XeHHble
agpa
HeonnogoTtsopeHHoe
AiiLo
CuHtes AHK

YBenunyeHve obbema
n cnHTe3 AHK;
AQPbILLKN
He o6pasylTcs

PHK
He CUuHTe3unpyetcsa

Puc. 2.11. LUnTonnasmaTuyeCcKMin KOHTPONb aKTUBHOCTM XPOMOCOM B MepecaxeH-

HbIX Agpax (no: Gurdon, 1970).

Mwupa MO3ra B3pOCAbIX NIAryLIeK, B KOTOPbIX HET MUTO30B 1 B KOTOPbIX B HopMe [IHK. He cuHTe3npyeT-
| W, NO-pasHOMY M3MEHAIOT XapakTep CBOe aKTUBHOCTW NOJ BAMAHMEM LWTONNAa3Mbl OOLWUTa MK fAALa.
11IMHICH/A akTUBHOCTM A4ep NPOUCXOAAT Yepe3 1yac B fiiuax, yepes 4 4 — B CO3peBalOLWNX OOLUTaX U

(=l 24 4 — B 3penbIX oouUTax
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KAK LWTOMNNA3MA BIVNAET HA PABOTY TEHOB?

Kakum >xe o6pasom LuTONAasMa MOXET BAMATH Ha ak-
TUBHOCTb reHoB? C.Apmc (S.Arms), ydyeHuua [Ax.leppoHa, npofe-
MOHCTPUpOBana, YTo B TPAHCNAaHTUPOBAHHbIE A4pa MUTPUPYIOT Me-
YyeHble LuMTONasmaTnyeckne 6enKu, NpuyemMm KOHLUEHTPUPOBAHME 3TUX
6enKoB B A4pax COBMajaeT Mo BPEMEHW C MOPKOJIOTUYECKUMU U3Me-
HEHUAMM, NPOUCXOAALLUMUN B HUX U OTPAXKAKLWUMM Nepexos B HOBOe
(hYHKLUMOHaNbHOe COCTOAHME. 3aTeM 6bII0 YCTAHOB/IEHO, YTO KakK ruc-
TOHbI, TaK U Kuc/ble 6eNKM MPOHUKAKT B NepecaXeHHoe 94po B ne-
puoa U3MeHeHUs ero PYyHKUMOHaNbHOro coctoaHusa (puc. 2.12). Pe-
MHbeLMpYa pa3Hble PpakunMy MeyeHbIX 6eNKOB B 0OLMTbI aMpuUouni,
J>x.BOHHEp pasfennn ux No xapaktepy nNoBefeHUs Ha Tpu Tuna: 1) Ha-
Kannuesawwmecs NpegnoyTUTENbHO B A4pe, 2) paBHOMEpPHO pacrnpe-
feneHHble no knetke u 3) npeobnagarowme B uutTonnasme. epaoH
YTOUHW CTagui0 pasBMTUS fAliLa, Ha KOTOPOR uuMTonnasma npuobpe-
TaeT CMOCO6HOCTb MHAYyuupoBaTb cuHTe3 AHK. Ond 3Toli uenu oH
MHbELMpOBan fapa, BbifeneHHble M3 Mo3ra Xenopus laevis, B fiiua
3TUX XXUBOTHbIX B pas3/iMyHble CPOKWM MOCNe UX aKkTMBauum u npocne-
X1Ban BKAKOYEHNE B HUX H3TumungmHa. CospeBaHne 0OLUTOB CTUMY-
nmpoBanu runousapHbiM rOPMOHOM. Bbino HailgeHo, 4to (akTop,
MHAyuMpyowmnii cuHtes AHK, oTcyTCcTBYeT B sigpe W LuUTONNa3mMe
pacTyLiero oouuTa U NOABAAETCA Yepe3 HECKONbKO 4acoB Mocfie BBe-
[LeHNa NMUTYUTApHOro ropMoHa, ToT4yac BC/ef 3a paspylieHuem 060-
NoYky aapa ooumnta. OH coxpaHseTcs B uMTonnasmMe siila nNo KpaHew
Mepe B TeyeHMe yaca Mnocsjie onao40TBOPEHUA WU aKTUBaLUM W 3 -
(heKTUBEH B OTCYTCTBME OM/IOLOTBOPEHMSA.
Takmm 06pa3om, HacnefCTBEHHbIN annapaT a4pa BblgaeT UHGOP-
MaLMio B COOTBETCTBUM C LUTONNA3MaTUYECKMM OKPYXeHunem. BcTaeT
BONPOC O TOM, Kak BblfaeTcd 3Ta MHGOpMaLUd — HENPEepbIBHO WK

nopumamn.
Puc. 2.12. Cxema pe3ynbTaToB ONbITOB, LEMOHCT-

pUPYOLWNX HaKoMJeHWe LuTonaasMaTnyeckoro 6en-
Ka B fifjpax KNeToK Mo3ra B3pOC/bIX XMUBOTHbIX, Nepe-
Ca)KeHHbIX B HEOM/IOA0TBOPEHHbIE ANLEKNETKN N UH-
OyunpoBaHHbIX K cuHTe3y AHK (no: Gurdon, 1971)
MpuBegeHbl pesynbTathl onbiToB C.Apmc (1968), rae 6bino

nokasaHo, YTO NypOMULUH ABNSieTCA 3PPEKTUBHBIM MHTUGUTO-
pom cuHTe3a benka.

J1 — HeonnoAoTBOPEHHbIE AWLLEKNETKN, MeYeHHble BO BPeMms
0O0reHesa nyTem BHYTPUOGPIOLIMHHOTO BBeeHN H- aMUHOKMUCNOT;

B — nepecaxeHbl AApa KNeTOK MO3ra ¥ MHbeLNpPOBaH Nypo-
MULMH;

B — MeueHbli 6eN10K KOHLEHTPUpPYeTCcs B Hanbonee HabyxLmx
Aapax;

[ — HeonnoAoTBOPEHHblE HeMeueHble AKLLEKNeTKY;

[l — nepecaxeHbl Af4pa KNeToK Mo3ra M MHbeuuposaH H3
TUMUANH;

E — HanGonee cunbHOe BK/KOYEHNE METKU NMPOUCXOAUT B Ca-
MbIX HaByXLIKX fApax
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MOP®OIrEHETUYECKAA AKTUBHOCTb AAEP
N EE NEPNOANYHOCTDb

B 60-e rogbl XX B. BblgaloWwninca poccuinckuii ambpuo-
w1 A.A.Helipax (puc. 2.13) 06Hapy>Xun, 4To NPOCTPaHCTBEHHO-Bpe-
MCHHasi opraHusaumsa gudhepeHumnansHol TpaHCKpUNnuum B aM6puo-
Icnese pasIMUHbIX XXMBOTHbLIX NPOABAAETCS Yepe3 NepuoAMYHOCTb MOp-
(horeHeTMYeCcKOW aKTUBHOCTM Agep. OHa 3aknoyvaeTca B TOM, 4TO, XOTS
h.TCKpMNUMNA MPOUCXOAUT HEMmpepbiBHO, MHpopmaynoHHaa PHK,
W locneynBarLWwas popmoobpasoBaTefibHble COObITUA, CUHTE3UPYETCH
HWTb B OMNpEefeNieHHble, OFPaHWYEHHbIE MPOMEXYTKN BPEMEHMU, T.€.
| ak 661 KBaHTOBaHHO. Helihax foKasan 3TO, MCMOMb3Ys pas/iMyHble
' nocobbl mofaBneHns TpaHcKpunuun. OH 3amMeTus, 4TO NOAAaBMEHUE
MOpP(OreHeTUYECKO aKTUBHOCTU ilep PEHTreHOBCKUM 06/yYeHneM,
| KoTOpoMy ffpa 0CO6EHHO YyBCTBMTE/bHbLI MO CPABHEHWUIO C LUTOM-
4.11Moii, OCTalOLLENCS MPX 3TOM XM3HECNMOCOOHON, CONPOBOXAaeTCS
nogaBneHNeM cUHTe3a MHPOPMaALMOHHON (MaTpuyHoil) MPHK To xe
| MOe MPOMCXOANT U NPY BO3LEWCTBUN aHTUBMOTUKA aKTUHOMULUHA.
NmeeTe C 3TUM Temn cuMHTe3a PHK B LenoM 3apofbille He crnefyert 3a
nepuogamm MopgporeHeTUUYECKOl aKTUBHOCTU: Y 3apojbilleli BbHOHA,
HanmpuMep, OH MOAJEepXMBaeTCs Ha MOCTOSSHHOM BbICOKOM YPOBHe,
HauMHas co cTaguu paHHeil 6nactynbl. CnefoBaTeNbHO, BblfaHHbI B
nepmog MOp(OreHeTNUYeCcKOoW akTUBHOCTU Adep “KBaHT” WHGpopMa-
umm obecneymBaeT popmoobpasoBaTe/ibHble MPOLECCHI B TEYEHMNE LO-
ml.MOYHO ANIMTENIbHOTO MPOMEXYTKa pa3BuTWs, nocse 4ero B LuUTOMN-
ta\my “nocbinaetcs” oyepefHas nopuus maTtpuyHon PHK.

Taknm o6bpasomM, MoporeHeTUYeCKasd ak TUBHOCTb Afep OCyLecTB-
ubl'les 3a cHeT cuHTe3a cneunduueckux MPHK, npogyuupyrownx 6enku,
KOTOpbIe NPUHUMAKOT yyacTue B op-

Mo0o6pa3oBaTebHbIX NPOLEeccax.

MuccnepgosaHmax A.A.Heidaxa u
M KoponeBa 6biI0 MOKasaHO, 4To
Mcm aMOpUOHaNbHbLIM 3a4aTKam TakK-

npucylia NepmognYHOCTb MOpo-

M NCTUYECKOW GyHKuuUn agep. Mpw
*loM 06HapyXxuBatTca cneumnduyec-
| He 0COBEHHOCTM KaXXAoW 3aKnaaku,

Puc. 2.13. AnekcaHap AnekcaHapoBuy Heii-
H\ Bblgatowmniics poccuinckuini ambpuonor,
HWLW in camblX SIPKUX NpejcTaBuTeneli oTe-
«t I reeHHoOl 6uonorunn.

OTKpbIN NEepPUOAUYHOCTE MOP(OreHeTUYeCKOh ak-
IHUM™* W sgep, feTanbHO uccnefosan TpaHcnopT PHK
M W/||M 1 uMTONNA3My B MpoLiecce KNeTOYHOW andde-
JMIHHKS KA M3yuan komMnapTMeHTanu3auunto Luronnas-
HU H KONC 0oreHe3a. AHann3MpoBan reHeTuYeckyto npu-
(& UK»NOMKUTENBHOCTN XWU3HU
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NPOsBASAIOLLNECA B Pa3NNUnNAX BPEMEHHbIX UWHTEPBaNOB YYBCTBUTESb-
HOCTU K NOJAaBNEHUIO AAEePHON (YHKLMUK.

CooTBeTCTBYHOLLAA MEPUOSMYHOCTL B MOP(OreHeTNYeCKON akTunB-
HOCTK Afep 6blna NPOAEMOHCTPUPOBAHA W B Clyyae MO3J4HEr0 pasBu-
TUA W NOCTHaTaNbHOrO0 OHTOreHe3a, KOrja 3aBepLlalTca npoLecchl
crneumann3aumy KNeTok. JTo KacaeTcsa AudpepeHLMpoBKM XpycTanm-
Ka, MbILWL, remonoasa, paHHero HelipoambpuoreHesa u gp. Tak, MHe
yAanocb 06HapyXuTb, 4TO Y KpbIC A0 4—b5-r0 AHA MOCAe PoOXAeHus
KOpa roN0BHOr0 MO3ra TOTafbHO YYBCTBUTE/bHA K BBELEHUIO AaKTUHO-
MuumHa D: ee pa3BuTtusa TopmosnTca. MIHbekuma aHTMbnoTuka nocne
5-ro fHS NocCTHaTanbHOW XXWU3HU He B/WAET Ha pa3Butue 5—6-ro cno-
€B KOpbl F0/I0BHOI0 MO3ra, 04HaK0O OTpa)aeTcAd Ha pasBuTumnm 2—4-ro
cnoes. Mo34Hee 1M 3TU CNOM KNETOK KOPbl CTAHOBATCA PE3NCTEHTHLIMU
K 4eACTBUI0O aKTUHOMULMHA.

MoptoreHeTnyeckasa QyHKUMA agep Yy 3apoabllieli ¢ perynsynoH-
HbIM TUMOM Pa3sBUTUS HaYMHAETCA Ha CTafuun paHHeil, cpeaHel wuau
no3gHei 6nacTynbl, KOrga B 3apogbiwe cogepxutcsa ot 100—200 (mop-
CKOI €X) [0 MHOrMX ThicAY (ampnbun) knetok. BHewHe oHa NposB-
NnAeTca Ha CTaguu cpefHeli 6nactynbl (MOPCKOW €X) uau B Havane
ractpynauum (poibbl, ampuounm).

Y MO3avyHbIX AUL, OHA HAYMHAETCA U NPOABNAETCA paHbLlle: y MO-
NIOCKOB — Ha cTaguax 12 n 22—24 61acTOMepoB COOTBETCTBEHHO, Y
ackapupibl — Ha ctaguu aByx 6nactomepos (puc. 2.14). OgHAKO MPUH-
LMNMANbHO pa3BUTME MO3aWYHbIX AWUL, He OT/IMYAeTCA OT Pas’BUTUSA
ANL perynaumMoHHoro tuna. B yactHocTu, passutme monntocka llyanassa
TakXKe Xapaktepusyetca gudepeHynanbHOl aKTUBHOCTbIO TEHOB BO

MpuyaoOuk

|
., PP&ZZZK-i—
2 iy 18 2
NowagnHas ackapuga.

2 6 10 n 18

Puc. 2.14. Cpokn nposBneHns MopdoreHeTUYecKol YHKUNUN a4ep Y 3apoAblLueli
pa3HbIX BMAoB (no: Helichax, 1962)
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MPCMEHWN W NPOCTPAHCTBE M YeTKO BbIP@XXEHHOW NepUOANYHOCTbIO B

MOp(OreHeTUYECKO aKTUBHOCTU ffep.

OTKpbITME NEPUOLUYHOCTM B MOPOTEHETUYECKON DYHKUUMN Afep
MO3BO/INN0 0O6BACHWUTL C MO3ULWIA MONEKYNSAPHON TEHEeTUKM Kaccu-
YecKoe NOMIOXKEHUE O KPUTMUYECKUX NEpUofax B pasBUTUMN, BbIABUHY-
Ta C.Ctokkapgom (Stockard) ewe B 20-e rogbl XX B. 1 no3gHee pas-
HuTe [.I.CBeTNOBbIM, rfacsliee, 4TO B OHTOreHe3e UMEKTCA nepu-
0fbl, KOrja pas3BMBalOLWMUIACA OpPraHW3sM OCOBEHHO YyBCTBUTE/NEH K
[eCTBUIO pa3NMyHbIX BPeAHbIX (hakTOpOB.

Takum 06pa3om, AP0, Hecyllee HacneACTBEHHbI MaTepuan, B KOTO-
poM 3anucaHa nporpamma WHAWBWAYanbHOrO Pa3BUT KA, XapakTepusyeT-
CA CreflytoLMIN 0COBEHHOCT AMM:

e WrpaeT BeAyLLY pofib B perynaunn gopmoobpas3oBaTenbHbIX Npo-
LLeccoB;

e OCyLllecTBnseT 3Ty poab MOCPefCTBOM AfepHO-LMTOMNIa3MaTmyec-
KUX B3aMMOOTHOLLEHWIA;

* MO KpaliHeil Mepe B HEKOTOPbIX CAy4Yasx KNeTo4HON gudepeHLmn-
POBKW W Y HEKOTOPbIX 06BEKTOB COXPaHAET CBO MOTeHUmMan K obec-
MeyYeHnI0 pasBNTUA LLEeNOCTHOro OpraHnM3ma, T.e. UCNbITbIBAET B X0fe
OHTOreHe3a o6paTnMble PYHKLMWOHANbHbIE U3MEHEHUS;

* B X0fe Perynauun MHAMBUAYanbHOro PasBUTUSA NPOSABASAET Nepuo-
ONYHOCTb MOP(OreHeTUYECKON aKTUBHOCTH.

I,] Pekomengyemas nutepatypa
«r
I AnbbepTe b., bpeii A., Jlbtonc O>k., Pachdh M., PobepTc K., YoTcoH K.
MonekynsapHasa 6uonorua: B3 1. M.: Mup, 1994—1996.
J AcnaHsH M. M. Y iuBuTensHaa ncrtopus osedku fonnu // buonorua B WwWKo-
ne. 1998, Ne 1.C. 5-9.
"cpaoH I>K. Perynaumnsa gyHKLWU reHoB B pasBUTUM XUBOTHBLIX. M.: Mup,
1977
MnéepT C. Buonoruns passutusa: B 31. M.: Mup, 1993—1995.
. Tunrepy H., CeBum>x P. MT'mbpugHble knetkn. M.: Mup, 1979.
( Cepos O.J1. MNMepeHOC reHOB B cOMaTUYecKne 1 NonoBble KNeTkn. Hosocu-
6upck: Hayka, 1985.
| Xappuc . Agpo u uutonnasma. M.: Mup, 1973.
I Wakayama T., Perry A., Zuccotti M. et al. Full tenn development of mice from
rnucleated oocytes injected with cumulus cell nuclei // Nature. 1998, V. 394.
P.369-373.

‘| KoHpoem /11 NOBTOPeHUs

| Kak 6bifa foKa3aHa BefyLwas ponb sigpa B popmMoobpa3oBaHUM Y pacTEHUR?
Kuk 6bina fokasaHa Begylias ponb gaapa B popmMoobpaszoBaHUK Y XUBOT-
HbIX?
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. O6paTuMbl N W3MEHEHUS fifep B NpoLecce OHTOreHe3a?
. Ans 4Yero ucnosnb3yetcs MeTof TpaHcnnaHTauum sagep?
. UTo TaKoe KIOHUPOBaHME XXUBOTHbIX?

C Kakumu npobnemamu NPUXOAUTCSH CTaNKMBaTbCA MPU KIOHWPOBAHUU
XXUBOTHbIX?

. Kak uutonnasma Bnausiet Ha GyHKUMn sgpa? Pa6oTtebl K. epaoHa.
. UTo TaKoe retepokapuoHbI?
. UTo Takoe NepuogMyHOCTb B MOP(OreHeTUYECKON akTUBHOCTM afep? Pab6o-

Tbl A.A.Heiidaxa.



"naBa TpeTbA

PErynAaAuna AKTUBHOCTW U SKCMNPECCUW TEHOB
B PA3SBUTNI

KAK YCTPOEH IEH?

3aKOHOMEPHOCTMN 3KCMNPECCUU TeHOB Y 3yKapuoT 1 npo-
KapuoT pas/inyHbl. Y nocnefHnX MakT TPAHCKPUNLUOHHON aKTUBHOE -
In B nogasnstoem 60/bWINHCTBE C/lyYyaeB 03HavyaeT NOSAB/IEHNE COOT-
HETCTBYHOLLEro 6eIKOBOro npoaykta. IHbIMU cnoBamu, B 3TOM Cliyyae
MOHATas aKTUBHOCTWU TEHa W ero 3KCNpeccum npakTUyeckn cosmnaga-
I0T. Y 3yKapuoT KapTuHa ropasfo 6onee cfioxHas. TpaHCKpUNUMA reHa
v HUX elle He 03HayaeT ero 3KCMpeccuun B DeHOTUME, MOCKOJIbKY Ha
MyTM CUHTE3a KOHEYHOro MNpPoAyKTa CTOUT MHOXECTBO TeHEeTUYeCKu
pnynmpyembiX 3BeHbeB MeTab0IMYeCKOW peakLuu, BKAKOYAOLWMX No-
rrrpaHCKPUNUMOHHbIE, TPAHCNALWOHHbIE U NOCTTPAHCAALNOHHbIE
cobbITUA, a TakKXe BMUAHUA, OCYLLECTB/ISAIEMble Ha OPraHW3MeHHOM
ypoBHe (B 4YaCTHOCTM, 3((PeKTbl FOPMOHANbHOW aKTUBHOCTMU Xesne3
BHYTpeHHel cekpeuumn). MyTb OT reHa K MONEKYNAPHOMY MPU3HaKY,
UM KOHTpO/inpyemomy, TepHucT n We Bcerga “npoxoaum”.

Mpwn aToM cnefyeT OTMETUTb, YTO CPeAn MONEKYNAPHbIX 610N0roB
NMpaKTUYecKn OTCYTCTBYET e4MHOe ONnpefenieHne noHATua “red”. Beyuw-
HOCTW, HanMuo ABa nogxoga K 3atoii npobneme. OfHU FeHETUKU NOA-
pasymeBaloT MOj4 FeHOM eAMHMLY TPaHCKpPUNUUKM, T.e. TaKOW y4yacToK
LHK, KOTOpbIA BKIOYaeT B CebA MOCNefoBaTenbHOCTW, KOAMPYIO-
Wye Kakoin-To NPOAYKT, ApYrMe OTHOCAT K FeHy U OKpyXatolue ero
PerynsTopHble 30Hbl — MPOMOTOPbI, 3HXAHCEPbI, CalineHCcepbl U T.[4.
Lns 6onblel NPOCTOTbl U3N0XKEHUA A Byay NpuaepXnBaTbCs BTOPON
FOYKW 3peHuns.

B TaKoM cflyyaz TOHKaf CTPYKTypa reHa, cornacHoO COBPEMEHHbIM
npeLcTaBNeHUAM, BbIFNAAUT, Kak 3TO MokasaHo Ha puc. 3.1, A. Kak
cnefyet U3 pUCYHKa, reH COCTOMT M3 3K30HOB, KOAMPYHOLWNX nocneso-
BaTenbHoCcTM AHK, ” MHTPOHOB, HE KOAMPYIOLLMX MOCNe0BaTeNbHO-
cln AHK, pasgenarowmnx ak30Hbl. KONMYeCcTBO TEX N APYTUX Bapbupy-
e| OT 04HOr0 A0 HECKO/IbKUX [eCATKOB. PeKopfHOe YMC/N0 MHTPOHOB
(okono 50) HailgeHo B KonnareHoBOM reHe (puc. 3.2). Pasmepbl MHTPO-
MOB 1 3K30HOB TaKXXe KONebnITCA B LWIMPOKMX npesdenax. B konnareHo-
MOM TFe€HEe eCTb 3K30Hbl ANHOI B 45—54 N.H., KaXAbI N3 HUX KOAUPY-
el nocnegosaTtefibHOCTb M3 15—18 amuHokucnot. Pa3mep MHTPOHOB

43



nnaicuHr

C-kneTkn
WHUTOBUAHOM Mo3ar
~xenesbl
E LU E> nosnun(A) 6 {— nomm(A)
MPHK kanbuuronmHa MPHK CGRP

Puc. 3.1. CoBpeMeHHble NpeacTaBneHNss 0 CTPYKTYPHO-YHKLMWOHANbHOW OpraHu-
3aUUM reHeTUYeCcKOW CUCTEMBbI.

A. Cxema opraHu3aynm reHa, NOCTPOEHHasA Ha OCHOBAHUM AaHHbIX MONEKYNAPHOK 6GNONOTMU U FeHeTU-
K. E — 3K30HbI; | — UHTPOHbI; LCR — nocnegoBaTenbHOCTb, KOHTPONAMPYIOLW AR NOKYC; en — 3HXaHcep;
s — caiineHcep; p — npomoTtop; RP — PH K-nonumepasa; An— nonu (A) (no: Feoprues, KopoukuH, 1995).

B. AnbTepHaTUBHbLIN CNNaiCcUHr ANA reHa kanbUnToHMHa/CGRP. B C-kneTkax WWUTOBUAHON Xenesbl
ons gopmupoBaHna MPHK KanbUMroHWHA MCMONb3YOTCA 3K30HbI 1,2,3 1 4. B kneTkax mo3ra Ans cuHTesa
MPHK Heiiponentuga CGRP ncnonb3ytoTtca ak3oHbl 1,2,3,5 1 6 (no: Grenshaw et al., 1987)

WHTpOH 1
Ok30H 113K30H2 VIHTPOH2 3K30H3
— (ZZJBCZZIZDBBeeBBCIZI}—  S-Fn06vnoBbIA reH Puc. 3.2. 3K30H-UHTPOHHaA
142-1451 222 573-904 216-255
116130 Uncno nm. CTPYKTYpa 3yKapUOTUYECKUX re-
HoB (no: leoprues, 1989).
TP Kpunums
m A — 6eTa-rno6uHOBLIA reH Mneko-
\% MepBuuHbIi  TpaHCKpUNT nuTatounx (U.V‘d)pb' fAalT Bapuayun pas-
KanupoBaHue, MEepOB 3K30HOB U MHTPOHOB). [1aHO CXe-
CnnancuHr, MaTunyeckoe nsobpaxeHune npo-wPHK un
Kan nonMaaeHnposanme 3penoit MPHK. 9k30H 1lpaet 5-HeTpaHc-
5 «= 3A/3 3penas jS-rno6uHoBas MPHK nupyemyto o6nactb (30 HyKneoTugoBs) u
KOAMpYyeT aMUHOKMCAOTbl 1-30, 3K30H 2
35T.M.H. 30T iH. 25T.1MH. KoAupyeT aMUHOKMUCNOTbl 31-104, 3K30H
3 — aMUHOKMUCNOTHI, HaunHas co 105-i
H—4H H I- no C-koHua, n 3'-HeTpaHcnmpyemyto 06-
10mjnH. 15tnH. 20T.NH\ nacTh, B — 1-anbtha-2-KOANAreHoBbI reH
He— It Y— YH+~H- B [ 7 kypuysi. OH cocTouT us Gonee vem 50 k-
30HOB (WMpOKMe 6NOKU) W UHTPOHOB
(TOHKasa NMHKUA), 3aHMUMas B reHome 06-
3 nacTb B 38 ThiC. HYKNEOTUAHbIX Nap
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MHOTa COCTaBAAET INWb AECATKW Map HYKNeoTUAOB, HO B psage cny-
YaeB (HEKOTOpPbIe FeHbl APO30(PU/bI) LOCTUTAET HECKONbKUX LEeCATKOB
1blCAY.

KAK “PABOTAET” TEH?

Koaupytolaa yactb reHa HauyMHaeTCd MHULUNPYIOLW UM
KOIOHOM W 3aKaH4YMBaeTCa TepMUHUPYOLWUM. OHa eXUT B LLleHTpanb-
HoW yacTn MPHK wu TpaHcnupyeTtcs B nonmnenTtug. Ei npegwecteyet
> neTpaHcnmMpyemas o6nacTb, a 3a Held cnefgyet 3'-HeTpaHcaupyemas
o6nacTb. Pa3mepbl HeTpaHcAMpyembix ob6nacTeid BapbUpyOT OT OAHOW
mlI’HK K gpyroii. BeposTHee BCero, 3aTv NoCneAo0BaTebHOCTA y4YacTBYHOT
W perynsauum npoueccos TpaHcnauuu. KMmerotcs faHHble, 4yTo 3'-He-
thaHcnmpyemas obnacTb onpefenser spemsa XusHn mPHK, a nocne-
[oBaTenbHOCTN 5'-HeTpaHcnupyemoli 06n1acTu MOryT BAWUATbL Ha -
(heKTUBHOCTb MpoLecca TpaHCAAL UK.

B kneTtkax aykapnoT MPHK o6pa3ytoTcs B pe3ynbTate cnnaicuHra
NepBMYHOro TpaHCcKpunTa, 1.e. Npo-MPHK, BK/AlOYaloWero Konnuu Kak
)K30HOB, TaK WU WMHTPOHOB. CAAAACWHI — 3TO npouecc “Bbipe3aHus”
KOMUIA MWHTPOHOB U COEAMHEHWUA 3K30HHbIX TPAHCKPUMTOB B eAUHYHO
monekyny MPHK. O6blyHO npo-MPHK B Heckofibko pa3 (MHorga B
fecaTkun pa3) 6onbule, yem 3penag MPHK. bnarogaps Hanmuynioo 3K30-
HOB M WHTPOHOB CTAHOBUTCA BO3MOXHbIM Takoe fB/IeHWE, KaK afb-
TepHaTVBHbIA cnnacuHr (NpoueeuuHr), Korga ob6befuHEHWe pasnuny-
HbIX 3K30HOB OAHOW W TOI XK€ TPAHCKPUMLWOHHON efuHMULblI NO3BO-
OvcT 06pa3oBbIBATHCA HECKONbKUM pasHbiM PHK, cuHTe3upyrowmum
pa wele 6enkun (cMm.puc. 3.1, B). Ana 60nbWIMHCTBA reHOB Havyano MPHK
H Hayasio nepsMyYHoOro TpaHckpunrta Ha AHK cosnagatoTt. Cpa3sy nocne
Havana TpaHcKkpunuum K 5'-kKoHuy npo-mPHK npucoeanHsaetca 7-
MErunryaHosmH tpugoctarHas rpynna — 3T0 HasblBaeTcd “Kanupo-
nanvem” 5'-koHua. “Kan” coxpaHsaetrca B MPHK. Takum o6pa3om, Ha-
Yyano efUHULbI TpaHCKpMNuuM coBnagaet ¢ Hayanom MPHK. Ero o6o-
WavyalT KakK TOYKY MHULMALWM TPaHCKPUNLWUW, UAN KaK K3n-caiT.
T KoHeL nepBUYHOroO TpaHckpunta npo-mPHK TOXe coBnagaet ¢ 3'-
toHUOM MPHK. B 60N1bWINHCTBE CNyYaeB OH MOABEPraeTcsa XnMmuyec-
Koli MOAMMUKaLUUKN: K HEMY NPUCOEAUHAOTCS afeHWNaTHble 0CTaTKu,
1 pesynbTate yero opmupyetcs nonm(A) gnmHoin 100—250 Hykneo-
1Mos. OfHaKO Ha camOM fiefie TPAHCKPUNLIMA He OCTaHaBNMBaeTCs Ha
Hom mecTe, a PHK-nonumepasa npofonxaer cBOe ABUXEHUE U OCYy-
wectsnaeT cnHTe3 PHK ewe Ha ToM unn nHom otpeske AHK. lMocnea-
HUIA MOXKET JOCTUraTb M HECKONbKUX COT Nap HyK/eoTUAoB. 3aTem B
KIK Ha3biBaeMOil 30He TepMUHALWKN, TaKXKe BapbupyloLwei no AnuHe,
thaHckpunuua 3atyxaeT u PHK-nonmmepasa ocso6oxjaercd ¢ MaT-
puULbl.
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Bckope nocne toro, kak PHK-nonnmepasa npowia y4yacToK no-
NVajeHUNMPoBaHMA ele 40 OKOHYaHUA TpaHCKpunuuu, B HoBoobpa-
30BaHHON PHK B 3aTOM MecTe MpoMcxXoguT paspbiB C MOCAeLYHOLWUM
nonvageHnnnposaHnem 3-koHua. Mo3aToMy KOHLOM TPaHCKpUNTa, Uin
npo-mPHK, cuuTaloT cailT NoAMageHWNNpPOBaHUS, KOTOPbIA Takxe
ABnsetca ob6wmm ana npo-mPHK n MPHK. Mpo-MPHK nogeepraetca
B KNEeTOYHOM ffpe NPOLECCUHTy (CO3PeBaHUI0), KOTOPbIA OCYyLLeCTBAS-
eTca NoCcpeAcTBOM ChnancuHra.

PErYNATOPHAA YACTb 'EHA

K kogupyownm nocnegosatensHoctam JHK npumbl-

KaloT perynatopHble, nexawiune 3a npegenamv eguHuULbl TpaHCKpuUn-
LMK, MHOrga Ha pPacCTOAHUM HECKO/bKUX LEeCATKOB ThiCAY M.H. OHK
npeacrtasfieHbl Ha puc. 3.3. 310 npomoTop, yyactok AHK, pacnono-
XEHHbI 06bIYHO Mepef Kan-cakToM 1 ONpefenstoLWwnii NpaBuNbHOCTb
MHULMaLUM TPaHCKpUNLUMKN, a B pafe cny4vyaeB — ee A0OCTaTOYHO Bbl-
COKWI ypOoBeHb M TKaHeBYlO cneuyn@uyHoCcTb. B 601bWINHCTBE NPOMO-
TOPOB LEHTPanbHbIM 3/1IEMEHTOM SIB/ISETCA TakK HasbiBaeMblii TATA-
6okc (puc. 3.3) — nocnefoBaTeNbHOCTb, KOTOpas B ycpejHeHHOM BUfe
BbIrNAanT Kak TATAAA 1 OKpy)XXeHa KOPOTKMMM paiioHamm, OTHOCU-
TeNbHO o6orauieHHbIMN G C-napamu. TATA-60KC pacrnonaraercs Ha
paccTosaHum 25 n.H. nepej Kan-caintom. Kpome TOro, B paiioHe AANHOI
npumepHo 100 m.H. nepep Kan-

A 72 n.H. noBTOPBLI" 21 n.H. NOBTOPbI s CanToM 4HacTo BbIABNAOTCA 'u'py-
rme XxapakTepHble nocnepgosa-

I - TenbHOCTU, Hanpumep CAAT

| 6GTOTGGAAAGgATGCATCCECCC/GGScoe TATA-6nok MM CCGCCC. Hannume TATA-
ATeTETCT ons  OOKCa ONpegensier NpaBubHYHO
TOYKY Hayana TPaHCKpUNLuuK.
Hannuyve LONOMHUTENbHbLIX Xa-
paKTepHbIX nocnefoBaTeibHOC-

3HXaHcep

COBCCC kan  5-NT ar6
Puc. 3.3. PerynaTopHble nocnefoBa-

S En tama TeNbHOCTU 3YKapuOTUYECKOro reHoma
3 (no: eoprues, 1989).

3 i2 A — perynatopHble nocnefoBaTenbHOCTH
3yKapmoTuyeckoro supyca SV40; — “cepaLeBuH-

Hble" MocneaoBaTeNbHOCTY 3HXaHCEPa U BaXHe-

e4 e aneMeHTbl npomoTopa; b — cxema “ycpeg-
HEHHOr0” 3yKapyoTU4ecKoro reHa, COCTOfLLero

is AAT -N» 13 6 9K30HOB (€) M 5 MHTPoHOB (i) (B MacwTa-
3.NT | En 6e). YkaszaHbl aHxaHcepbl (Enm) u caiineHcep (S)
fer C UX CepALEeBMHHbIMU MOCNef0BaTENbHOCTAMMN

€6 Hon(Al ) (610KN BHYTPM), BO3MOXHbIE NI0KANN3aLUN IH-

En

XaHCepoB, 3/1eMeHTbl NPOMOTOPa, HeTpaHCAUpy-
emble o6nactn (5 — NT n 3' — NT) reHa, uHu-
Ir.nH uunpytownii kogoH (AUG)
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H- ycunuBaeT NMpoOMOTOP, AenaeT TPAHCKPUMLMIO C Hero 6onee ag-

(hekTMBHON. MpomoTop, B YacTHOCTM TATA-60KC, CAYXWUT LNA CBA-

>biBaHuA ¢ L HK ¢hakTopoB TpaHcKpunuumM, He06Xo4AnMbIX And nocrne-

fywowero obpasoBaHus akTMBHOro kKomnnekca PHK-nonumepasbl ¢

AWK n 3anycka cnHTesa PHK npu yyactum nocnegHei.

XOTS CTPYKTYypa npomoTopa BAUSAET Ha 3PEeKTUBHOCTb TPAHCKpUN-
UMW, OCHOBHON KOHTPONb Noc/iefHel ocylecTBaseTca £<UC-3neMeH-
MMM, PacnofioXXeHHbIMM 3a npefenamu NPoMOTOPa U YacTo 3a npege-
NnaMun reHa. 3TU UUC-perynaTopHble MocnefoBaTeNbHOCTY ObIBAOT He-
CKONbKUX BUOB:

e 3HXaHcepbl (ycunuTenu), ycunueawLwme TPaHCKPUNUUIO;

e caiineHcepbl (ocnabutenun), ocnabnsoUmMe TPaHCKPUMLUNIO;

e uHcynaTopel (MAR/'S.AR-nocnefosaTensHocTH), obecneymsaroLime
OTHOCUTENbHY aBTOHOMHOCTb (DYHKLMWIA FeHa W ero perynstop-
HbIX MOC/e0BaTe/NIbHOCTENR, T.e. OTHOCUTENIbHYID HE3aBUCUMOCTb
TPaHCKPUNUUN OT PYHKLUOHANBHOTO COCTOAHUA COCELHUX TEHOB.
Lluc-perynatopHble 3eMeHTbl FeHOMa NPeAcTaBnAlnT coboil MecTa

cHu3biBaHua ¢ AHK perynatopHbix 6enkoB. bnarogaps rubkoctun mo-

nekyn OHK o6pasytotca METAN AHK, ocywecTBasolime npowecc
|paHCKpUNUuMKn. PerynaTopHble 6€1KN MOTYT BXOAWUTbL B KOHTAKT C 6en-

Kamy MPOMOTOPHOro KOMMAEKca WAuW HermocpeAcTBeHHO ¢ PHK-no-

NUMepasoil, Bbi3blBas aKTWBALMIO MW NOAaBNeHWe TpaHckpunumu. B

CUNY 3TOF0 MEcTO PacrnosioXXeHUs pPerynaTtopHoro snemeHta Ha AHK

He nrpaeT 06bIYHO pellarowen ponun. Tak, 3HXaHCepbl UK CailneHce-

pbl MOTYT 6bITb 06HaPYXEeHbI B CaMblX pPasHbIX MecTax Nno OTHOLWEHUIO

K efuHULe TpaHckpunuuu. OHAMMyacTo HaxogAaTcs nepej reHOM Ha

pacctosiHum 3—10 n 6onee ThiCc. M.H. OT K3M-cainTa. OHN MOTYT Haxo-

OUTbCA B MHTPOHAX, 3a CalToM NONWafeHUNMPOBaHUA, NepeKpbiBaTh-

€A C KOAUPYOLWMMKN nocfiefoBaTenbHOCTAMU. OCHOBHAA UX PYHKLNA

MK/OYaeTcs, Mo-BUAMMOMY, B U3MeHeHUU KoHopmauum OAHK u

COOTBETCTBEHHO €& ()YHKLMOHANbHOI0 COCTOAHUA. OObIYHO OANH TeH

KOHTPONMPYETCA HECKONbKUMMW 3HXAHCepamMmn U caiineHcepamu.
OHxaHcepbl — KOpoTKue nocnegosatensHoct AHK (06biuHO 100—

200 nap OCHOBaHWI1), OHW MOryT AeCTBOBaTb Ha 60MbLUMX paccTos-

HUAX, He3aBMCUMO OT TOrO, JIOKAN30BaHbl 1N OHU LO TOYKU UHULU-

aumm cuHtesa PHK vnan nocne Toykn tepmuHaunn. OHWU U3MEHAIOT

(haHCKPUMLUOHHYI aKTUBHOCTbL FEHOB Yepes co3faHne Hambonee 6a-

ronpuATHOW ANA TPAHCKPUNLUUM KOH(MOPMALUOHHON CUTyaLuu B CO-

oTBeTCTBYHOLWeM yyacTke AHK. OHxaHcepbl, Kak npaBuno, COCTOAT
in HECKONbKUX MOAYnel, KOPOTKUX ONIMTOHYKNeOTUAOB, KaXAblii U3

KOTOPbIX OTBEYAET 3a CBA3bIBAHWE OMNpPefe/IeHHOro pPerynaTopHoro 6enka

(puc. 3.4).

TakuMm 06pa3omM, Ka>KAblii 3HXaHCep MO>KEeT B3aMMOAENCTBOBATb C
LenbiM pPAAOM perynaTopHbix 6enkos. [ocnegHue mMoryT BbipabaTbliBaTb-
ca NNLWb B ONpejeneHHbIX TKAHAX, U TOr4a aHxaHcep o6najaeT TKaHe-
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— JHxaHcep OHxaHcep-
(caiinencep)

Puc. 3.4. MexXMoneKynsipHbiC B3aumofgeiicTteBua Ha npomoTtope PHK-nonmmepasbl
Il (no: MaTpywes, 2000).

P3,—P3un— nocnefoBaTenbHOCTU HYKNEOTUAOB PErynATOPHbIX 3/1eMeHTOB rnpomoTtopa; ®T,—dTu —
B3aWMO/eiiCTBYIOLLME C HUMWU PerynaTopHble hakTopbl TpaHcKpunuun; O®T —O0CHOBHbIe (DaKTOPbl TPaHC-
kpunuyum; KT — KOaKTMBaTopbl TPAHCKPUNUKUK; +1 — TOYKa MHULMALUU TPaAHCKPUNL UK

BO cneymtunyHocTbio. B3aumogelicTBue 6e1K0OBOro paktopa M 3H-
XaHcepa MOXET KOHTPO/IMPOBATLCH HU3KOMONEKYNAPHBIMU COefUHe-
HUAMWU, TOPMOHaMW, MeTannamv W LPYruMy BelecTBaMu, 4YTO NO-
3BONSET BKAKOYATb W BbIKNKOYATb HEKOTOPbIE FeHbl C MOMOLbI 3TUX
COeANHEHNIA.

Mexnay aHXxaHCepaMu 1 califeHcepamMmn He CYLLEeCTBYET YETKOro pas-
rpaHuyeHns. OfHa 1 Ta >Ke nocnefoBaTeNbHOCTb MOXKET BbICTYNaThb U
B POAM 3HXaHcepa, ¥ B pO/M caiineHcepa, B 3aBUCMMOCTHU OT TOro, Kakue
perynaTopHble 6enkn BblpabaTbIBATCA B KNeTKax JaHHOro Tuna.

B nHTepasHbIX igpax ayKapnoT HATU XPOMaTKHA, B KOTOPbIX yna-
KoBaHa OHK, opraHuM3oBaHbl B BuAe TOMONOIMYECKU He3aBUCUMbIX
netenb gnuHoi 500—100 TbiC. M.H. TN NETAN MOMAYYMIN Ha3BaHUE XPO-
MomepoB. O6pa3oBaHMe XPOMOMEPOB BO3MOXHO 61arofaps Hanmuuo y
X OCHOBaHWA cneunpuyecknx NocnesoBaTenbHOCTEN HYKe0TMAOB,
KOTOpble B3aUMOAENCTBYIOT C AAEPHbIM MaTPUKCOM (MU C A4EPHbIM
CKa(PONJoOM — CKeleTOM) — CeT4YaTON CTPYKTYpOil BHYTPWU WHTep-
thasHoro agpa, kotopas o6pasosaHa 6enkamu u PHK. 3T nocnegosa-
TE€NbHOCTU HYKNEOTWAOB, B3aMMOAENCTBYIOLME C ALEPHbIM MaTpUK-
coM, nonyumnu HassaHue MAR (Matrix Associated Region), unn £4./?
(Scaffold Associated Region), unu MAR/SAR. WX gnvHa coctaBnseT
o0kon0 300—1000 n.H. ¥ apo3oduibl oHU 6oratel AT 1 COLep>XXaT MHO-
rouncneHHble caiitbl B3anmopeinctensa AHK/6enok. Bo3M0OXXHO, UMEHHO
MAR/SAR nocnefoBaTenbHOCTU, PNaHKUPYHOLWNE aKTUBHbIE JOMEHDI
XPOMaTMHa, BbIMOAHAKT (YHKLUWN WHCYASTOPOB, MAN PErynsaToOpHON
o6nactun nokycos (Locus Control Regions —LCR). TpaHcreHsl, (hnaH-
KWPOBaHHbIE MHCYNATOpamMu, PYHKLUOHMPYIOT aBTOHOMHO B 4yXe-
POAHOM TEHOMe, Ha MX aKTUBHOCTW He CKa3biBaeTCs BAIUAHUE COCEef-
Hero ay- Wau retepoxpomaTuHa.

Takmm 06pa3om, MHCynATOp — 3TO (D/OpPerynsToOpHbIA 3M1EMEHT,
KOTOpbIVi 6/10KMPYET B3aMMOAENCTBME MEXAY 3HXaHCEPOM M MPOMO-
TopoM, ecnn'6TrbacnonoXeH mexay HuUMMU. Tpy 3TOM HU 3HXaHCcep,
HW NPOMOTOP camMu No cebe He TepsAT CBOEK (DYHKLMOHANbHOW akK-
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InnHocTn. Hanbonee U3yyeHHbIM UHCYNATOPOM ABNAETCA su(Hw)-cbk-
>blBaloLUii palioH, KOTOpPbI/ BXOAUT B COCTaB PeTPOTPaHCNO30Ha mMard
Drosophila me/anogaster n coctont M3 12 OKTaMepHbIX CaliTOB CBA3bI-
BaHMA gns 6enka su(Hw). YMeHblleHWe yucna CaliTOB CBA3bIBaHUS
NPMBOANT K 0CNA6NEHNIO UHCYNATOPHON PYHKLMK.

WM3BecTHO, uTo reHoMmHas AHK opraHu3oBaHa B creyunguyeckue
CTPYKTYPHO-YHKLMOHANbHbIE YYaCTKM — [OMEHbI, KOTOpble nNpej-
cTaBfieHbl metnamu pasmepom 100—200 TbIC. M.H., MPUKPENIEHHbIE
CBOMMMW KOHLAMMN K GefIKOBbIM CTPYKTYypaMm SiJepHOro ckenerta (mat-
pukca). IMeHHO B pesynbTaTe aToro LCR moryT orpaHnymnsath fome-
Hbol AHK 1 npenaTcTBOBaTb BAUSHWIO HA FeH NOCAef0BaTebHOCTEN,
nexawmx 3a npegenamu gaHHoi netnn. CornacHo mogenu, paspabo-
TaHHOW B WHcTuTyTe 6uonorum reHa PAH C.B.PasuHbim n O.B.Apo-
MOl (OHa OYeHb HAMOMWHAET CXeMy, MPeANOXeHHY B KoHue XIX B.
XONbMIPeHOM Ha OCHOBAHUW €ro TOHKUX FMCTONOrMYecKnX nccnepo-
BaHWiA), aNeMeHTbl A4EPHOr0 CKeneTa NPeAcTaBnAloT co60ii MUKPOKa-
Hanblbl, CBA3aHHbIe C AfepHbIMK nopamn. Metnn AHK apaHXuposa-
Hbl BOKPYT 3TUX KaHa/blieB TaK Xe, Kak B COBPEMEHHON apXMTeKType
BOKPYT 6allHN C IMMTOM pacnonaraTca oThefibHble MOLYNU 3LaHuS,
BHYTPEHHUI MaTpUKC fgpa npeacTaBnseT coboli ceTb KaHanbLes,
obecneynBaloLLMX BO3MOXHOCTb TpaHCNopTa PasfIMYHbIX BeLecTB:
(hepmeHTOB, npegwectseHHUkos AHK u PHK, perynatopHbix 6en-
KOB, a TakXXe PHK —u3 aapa B umtonnasmy. KaHanbubl MOryT MecTa-
MU paclupATbCH U BETBUTLCHA, 06pasysd KaBepHbl, BOKPYT KOTOPbIX
cobpaHbl KnacTepbl PenIMKOHOB ATPaHCKPUNLUOHHbBIE (hOKYCbI (pucC.
3.5).

rpynna neTenb, NpeAcTaBAAIOLNX
netnu fHK, dhukcupoBaHHbie B HEBM KknacTep pennnkoHoB
yuacTka
Ha 3ne”

CTPYKry

KaHanblibl
BHYTPEHHEro
matpukca "

AAepHbIe  Mopbl

Punc.3.5. Mogenb opraHusaumy MHTepthasHoli XPOMOCOMbI, OCHOBaHHas Ha npea-
NOMIOXEHUN O TOM, 4TO AfepHbIi MaTPUKC npefcTaBnseT cob60i CMCTEMY KaHaibleB
(no: fAposa, 1997)
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—0- abe Nic. J.6. Cxema ypoBHeii perynauuu
b acd A**  gKcnpeccuu reHoB, NPOABNAAIOLLUXCA B
pasNMYHbIX TFeHHbIX B3aUMOAENCTBUAX

(no: KopoukuH, 1981).

. fifiepHan / V | — B3aMMOfeACTBINE TeHOB Ha TPaHCKpUM-
yumhy pHK y\lyw -v YU/n/4x' LWOHHOM YpOBHe, BKAlovatouiee 3hheKTbl WH-
* W 4/b»  MPHK CAY \A/

Bepcuu (a), TpaHcnokauum (6) U MHAYKUMK MO
Tuny XXako6a u MoHo (B), a—d — CTPYKTYpHble
reHbl; R — reH-perynatop; r — penpeccop, i —
ncb C=> CZD C3C3 MHAYKTOP.

2 — MOCTTPAHCKPUMLMOHHAR Perynayus Ha
YPOBHE NPOLECCUHTa AN CKOPOCTK TpaHcmopTa
MPHK u©3 agpa B uutonnasmy. B — komnnekc,
perynupyowmnii NnpoueccuHr; 3 — B3aumopgen-
| a CTBME TFEHOB Ha YpPOBHE perynsuuu cKopoctu
/ CUHTE3a W Jerpajaunu npopykra; 4 — feiicTene
y reHOB, KOHTPONNPYIOWMNX CBA3bIBAHWE NPOAYK-
Ta TPaHCAAUUU C KNETOUHbIMU MeMGpaHamu,
VHITM6UTOpPaMn Unu Apyrumu Beljectsamu; 5 —
feficTBNe TeHOB, KOHTPONUPYIOLWNX CUHTES NpPO-
[NYKTOB, KOTOpble OCYLLeCTBAAIOT pasfNuyHble
i MEeXKNeTO4YHble B3auMogaeicTBnS (MopthoreHeTun-
ueckume [BUKEHNA, MHAYKLNIO N T.4.). A —agep-
Hasi, b — kneToyHas Memb6paHa

KaknmMm 06pa3om ocyLiecTBNAeTCA B pamMKax 3TOW cUCTeMbl U 3a ee
npefenamu, B LUUTONNa3Me KNETKW, TeHeTUYecKas perynauua akcn-
peccun reHoB, BbIXO4 B (PeHOTMN ONpeAeseHHOW HacnefCTBEHHONA
nporpamMmbl, 3anucaHHoli B AHK reHoma?

PaccMOTpMM pasnnyHble YPOBHWM PErynauum 3KCrnpeccumn reHos y
3yKapuoT, KOTopble CXeMaTU4YecKn npeacrtasneHbl Ha puc. 3.6.

MHOFOYPOBHEBbIA MPUHLNM PEFYAALMN
OKCMNPECCUWN TEHOB

TpaHCKPUMNUUOHHBbI YPOBEHb

JT0T ypoBeHb 06ecneymBaeTca coctosHnem AHK u cBa-
3aHHbIX C Heil BENKOB XPOMOCOMbI, B YAaCTHOCTU, CTPYKTYPHbIX eAu-
HUL, XPOMOCOMblI — HYK/leocoM. OHUW (hopMUPYIOTCA B pesynbTaTe B3a-
nmogeiictema JHK ¢ oCHOBHbIMKU 6enkamum — rucTtoHamu. Hykneo-
COMHbIe YacTWLbl COCTOAT U3 ABYX NOMHbIX BUTKOB AHK (83 n.H. Ha
BMTOK), 3aKpPY4YeHHbIX BOKpPYr “Kopa”, NpeAcTaBAsAOLWLEro coboi rmc-
TOHOBbIA OKTamep. BenkoBbIli KOpP COAEPXUT MO 2 MOMEKY bl KaXA0ro
n3 ructoHos H2A, H2B, H3 u H4. MNMonunentugHaa uenb rMCTOHOB
copgepxnT oT 102 o 135 aMMHOKMCNOTHBLIX OCTaTKOB, a 06wWuii Bec
OoKTamepa cocTaBnseT npumepHo 100 k[a. B AeKOHAEHCMPOBaHHO
(hopMe XpoMaTuHa Kaxjas Takas “6yCMHKa” cBA3aHa C COCeAHel va-
CTULEA HUTEBUAHbIM Y4acTKOM NuHKepHoin OHK.

TpaHCcKpunuuMa conpoBoXiaeTcsd (POPMUPOBAHMEM TaK HasblBae-
MOro npenHuymnaymnoHHoro komnnekca (PIC), coctoswero 6onee yem
13 50 oTAeNbHbIX MOAUNENTMAOB, PACMONOXEHHOrO pPAAOM C CaiiToM
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Puc. 3.7. KOMNOHEHTbI TPAHCKPUMNLUOHHO pe-
iy/wuun (no: Mizzen, 1998).

XupHas kpusas nuuus npegctasnset AHK. Mogenb oc-
nn1aHa Ha (hM3nMyeckom B3aMMOAENCTBMWN aKTMBAaTOPOB, KOak-
HWLITOPOB M ryaHO3NHTpudocdarta. CBA3bIBAIOLWMNIACA C IHXAH-
*pOM TPAHCKPUMLMOHHbIA aKTMBATOP CBA3bIBAET Takxke Ge-
H'K KOaKTMBATOp, KOTOPbI/i B CBOK O4epefb CBA3bIBaeT
eyMbcnmunyy TAF 250 6enka TFHD. [1ByCTOPOHHWE CTPenku
MLbDKAKOT B3aMMOAEACTBNE MEXAY STUMKU KOMMOHEHTaMu. 3Tu
nTMUMofeiicTBMA obecneynsatoT GopMUpoOBaHNe TPAHCKPUNLK-
*MHOr0 KoMMneKkca, Cnoco6CTBytOWero GyHKLMOHUPOBaHWIO
I' IK-nonumepasbl Il v npoueccy TpaHCKpMNLUn

nHUumnaymm cuHtesa PHK. BaxHeliwyto
posib B 3TOM KOMIMJieKce urpaet Habop
06WNX TPAHCKPUMUUOHHBIX (haKTOPOB
(IHA, TFIIB, TFIID, TFIIE, TFIIF,
M MH), a Takxkxe PHK-nonumepasa.
Il 11D — MynbTUMEpPHbIA 6eNKOBbIA
KOMMEKC, COCToAWMNA n3 ceAsbiBatowero TATA-60kc 6enka (TBP)
n Habopa accoummpoBaHHbiX ¢ TBP daktopos (TAFH). Emy npuHaga-
MeXWUT KPUTUYECKas ponb B 3TOM MpoLecce, NOCKOJIbKY TOJIbKO KOM-
noHeHT PIC cnocobeH cneunduyecky CBA3bLIBATBCS C MPOMOTOPOM

(puc. 3.7; 3.8).
Mpouecchbl, BAMAOLWME Ha TpaHcKpunuuio. O6HapyXeHO ABa BuAa
NPOLECCOB, BANAIOWMX HA TPAHCKPUNUUIO, — METUIMpoBaHKe, aen-

| Wwytowee HenocpeACcTBEHHO Ha AHK N aueTuaMpoBaHue, AencTBy-
tolee Ha 6enKn XpoOMOCOM.

MeTwunuposaHue OCYLLECTBAETCA C MOMOLLLIO CNeyuanbHoro gep-
MeHTa MeTunasbl 1 3aKnvaeTcs B NPUCOeAUHEHUN METULHOR rpyn-
Mbl K LUTO3MHY. OTO M3MeHsAeT KoHpopmaynto AHK n Takum cnoco-
60M OKasblBaeT BAMAHME Ha npouecc TpaHckpunuuun. OcobeHHOo fe-
MOHCTPaTUBHbIE J0Ka3aTe/IbCTBa 3TOM0 BAUAHUSA ObIIM NONYYeHbl NPU
nccnefoBaHUM pasBUBAIOLLLUXCA 3IPUTPOLMTOB YesloBeKa U Kypulbl.
((ka3anocb, 4To B HUX AHK, Kogupytowas rnobuHbl U CUHTE3NPYIO-
wasa coorsetrcTByOwyto MPHK, nonHoCTbi0 HemeTu/nupoBaHa, B TO
MpemMs Kak Te XKe reHbl B K/IeTKax, He CUHTE3UPYIOLWMX FNO0BUHbI, Me-
W/IMPOBaHbl B BbICOKOWN cTeneHu (puc. 3.9, A, b). Mpouecchbl nepe-
I TOueHNs ¢ OAHOrO CWMHTe3a Ha Apyroi (Hanpumep, OAHOrO Tuna
MMMYHOT100yIMHOB Ha APYroi Tun) Takxe COMPOBOXAAKTCA feMe-
InnuposaHuem. Mpn 3TOM COCTOAHME METUNNPOBAHUA MOXET nepefa-
HATbCA OT KNETKW ee MOTOMKaM B XO4e KNeTOYHOro feneHusa. Xapak-
icpno, 4TO A4pa NepBUYHbIX NMOJIOBLIX K/ETOK Y CaML0B 1 CaMOK OYEHb
cnabo MeTUNMPOBaHbI, HO FeHbl CMepMUa U fAlila, HaNpPoOTWUB, UHTEH-
CMBHO METMUAMPOBaHbl. lMaTTepH METUNMPOBaHUA JaHHOro reHa (re-
HOB) B AlLE W CMepMUN MOXET pasnnyarbcs. IT0 — MaTePUHCKUIA K
ouw osckuii MMAPUHTUHI, KOTOPbIA MPUBHOCUT JOMNOHUTENbHYIO WH-
(hopMaumnio B Hacliefyemble TeHOMbI, U OHa MOXET perynuposaTb Mo-
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TRAP/ARC/DRIP/NAT
MED/SRB DakTopbl
KOMMIEKChI 3noHraunum

r*"ArPase) Komnnekcsl,
! pemogenupylwline XpomaTuH

Puc. 3.8. Perynsumusa tpaHckpunumn PHK-nonumcpasoii Il (no: Jones, Kadonaga,
1992).

B 370l Mojenu HauanbHas CTyneHb TPaHCKPUMUMOHHON aKTWBaLMW BKIOYAET y3HaBaHUe 06/1acTu
npomMoTOp/3aHXaHCep nocnefosarenbHocTAMK cneynduyecknx AHK-cBasbiBaowmnx hakTopos. 3Tn hakTo-
pbl cobupaloT ATd-3aBUCUMbIE, XPOMATUH-PEMOLENNPYIOLLNE 3EMEHTBI K MaTpuue. XpomaTuH-pemoge-
NNpyloLwne hakTopbl KaTanusmpyoT MOGUAN3ALMI0 HYKNeOCOM. [LOMONHUTENbHO NPOMOTOP/3HXaHCep-CBs-
3biBatoLne GakTopbl CNOCOGCTBYIOT MPAMO WA HEMPAMO accolnauun aueTuntpaHcdepas (Taknx kak CBP/
p300, PCAF/Gen5, SRC/p 160), KoTopble MOAM(PULMPYIOT KOPOBblE TUCTOHbI U Apyrue 6enkun, cyuye-
CTBEHHble N8 MHULWALMKU TPaHCKPUNUKUKM. ALeTunupoBaHue Genkoe feiicTBYeT, BO3MOXHO, 6narogaps
MHOXECTBEHHbIM MeXaHW3MaM WM3MeHeHUs KOH(opMaLuu XpomaTuHa, MoAynauun aduHHoctn AHK-
CBA3bIBAOLW X (HaKTOPOB 1 Perynsunmy akTMBHOCTU TPAHCKPUMLNOHHBIX (haKTOPOB 1 Ko(akTopoB. Mpomo-
TOp/aHXaHCep-CBA3bIBaIOLLME (haKTOPbl B3aMMOAEACTBYIOT TakxKe C 60NbLIUM MYNbTUCY6beANHUYHBIM KOM-
NNeKCOM, KOTOPbIi WMeeT POACTBEHHble (hOpMbl, M3BecTHble kak TRAP, ARC, DRIP, SMCC, NAT,
SRB, n megnatop — MED (He BCe noOKas3aHbl Ha pUCYHKe). OTOT KOMMNAeKc B3aumopgeiicTByeT ¢ PHK-
nonumepasoii |1, 4yTo6bl 06NerynTb CBA3bL C OCHOBHOW TPAHCKPUMLUWOHHOW MalWwuHON. MIMeloTea Takxe
npsmble B3anmogeiictena mexagy TAF-cy6bveguHnyamn (TBP-accouumnpoBaHHble hakTopbl) TFIID-komn-
NeKca N NpomMoTOp/aHXaHCep-CBA3bIBAOWNMN (hakTopamMu. O6NaCTb NHCYNATOPA N30NMPYeT TPAHCKPUNLN-
OHHO aKTUBHbI JOMEH OT BNUAHNS cOcefHMX obnacTeit

BefeHVe XpOMOCOM U 3KCMPECCUto reHoB Ha TPAHCKPUMLMOHHOM YpOB-
He B NpocTpaHCTBe U BpeMeHu (puc.3.9, B).

MeTunuposaHue, cnepgosaTefibHO, ABAAETCA CYLECTBEHHbIM MO-
MEHTOM B OpraHusauuyn TPaHCKPUMUMOHHOTO YPOBHA pPerynaynun ak-
TUBHOCTMW TEHOB, HO He ABNSETCA YHMBepcasbHbIM. [laxe cpefu Mo3BO-
HOYHbIX, F4e OHO LIMPOKO pacnpocTpaHeHO, HEKOTOPble reHbl 06na-
[at0T CNOCO6HOCTBLIO K TPAHCKPUMNLMW 1 B METUIMPOBAHHOM COCTOSHUN,
Y nopo3o@unbl MeTunasa oTcyTcTBYeT, meTunuposaHua AHK y Hee He
NMPOUCXOAUT, YTO He MellaeT, OAHAKO, HOPMalbHOMY WHAWBMAYaNb-
HOMY Pa3BUTUIO MYXW.

B nocnegHee Bpems BCce 60/iblle BHUMAHUSA YieNifeTca ewe 0AHOMY
cnocoby perynaumm TPaHCKPUMUUOHHOW aKTUBHOCTM — aueTuampo-
BaHWIO TMCTOHOB, KOTOPble OPraHu3ylT HYK/EOCOMbl, CTPYKTYpHbIe
371eMeHTbI XPOMOCOM.
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3MEPUOH

- mall-Y-NT wun
04 3 02 01

5000 nap
OCHOBaHuit

leH (heTanbHoro
y-rno6uHa Yenoseka

(+1)* *(*1570)

VH1umaums TpaHckpunumn Sxenpeccus

KapTta Lior - c $

MonHocTbio Cnepma Aiiyo

He meTunuposaH

MonHocTbio
MeTUNnpoBaH

He meTunuposaH co
CTOPOHbI 5-KOHLA ~

He MeTunnuposaH co

CTOPOHbI 3-KOHLa **
nnm Be UM

He meTunupoBsaHx

Ha 5-koHue Caift He * Caiir
— MeTWIMpoBaH ~ METUMPOBAaH-*
Ha TOM WM Apyrom annene

Puc. 3.9. Cxema MeTUANPoOBaHUA TNOGUHOBbLIX FEHOB.

A — wmeTunupoBaHue 6eTa-ueneit rnobuHa kponuka (no: Shen, Maniatis, 1980). Kaxapblii reH rno6uHo-
muo Knactepa NpeAcTaB/eH 3aliTPUXOBaHHbIM KBagpaTom. MocnegosatensHocT CCGG 0603HaueHbl KpyxX-
KUMU, NpUYeM YepHbIMI KPYXXKaMi 0603HaueHbl Te U3 HUX, KOTOPbIe MOMHOCTbIO METUIMPOBAHbI TONBKO B
PMETKax, He TPaHCKPUBUPYIOLWKNX rNOo6UHBI.

B —MeTunupoBaHme KOHTPOAMPYeT TPAHCKPUMNLMIO KNOHUPOBAHHOTO reHa (heTanbHoro ramma-rno6u-
HM Yenoseka. Ha BepxHeii Anarpamme nokasaHbl KIOHUPOBAaHHbIA FNOGUHOBLIA reH 1 ero 5- u 3'- hnaHku>
pytowne o6nactu. dK30Hbl 0603HAYEHbl YEPHBIM LBETOL MHTPOHbI — GenbiM, GnaHkupytome obnactm —
IOHKUMWU NuHMAMK. Tog fuarpammoil faHa KapTa BO3MOXHbIX CaliToB meTunupoBaHus [HK, koTopble
NpeAcTaBAsOT cO60M y4acTKu, rAe NpUCyTCTBYeT ANHYKNeoTUs CpG. Mog 3Toi KapToii NpuBefeHbl CXeMbl
MeTUIMPOBAHUSA MATU U3YUEHHbIX KNOHOB. MPAMbIE IMHUN — HEMETUINPOBAHHbIE CETMEHTbI, BOHUCTbIE —
MeTUANPOBaHHble. 3HaKM (+) W (—) C NpaBOil CTOPOHbI PUCYHKa YKasbiBalOT Ha TO, IKCMPeCccUpoBanucCh
NM He 3KCMPeccUpoBanuch JaHHble cermMeHThl (no: Busslinger et al., 1983).

B — MMMNPUHTWUHT NOCPEACTBOM METUNMPOBAHWA PasnMyaeT OTLOBCKWIA 1 MaTepPUHCKNA annenn B xode
LumMeToreHesa y Mbiwwein (no: Lewin, 1998)

BriepBble 0 NOCTTPAHCNALWOHHOM aLeTUNUPOBaHUU TUCTOHOB CO-
obwmnu B 1964 r. amepukaHckuin 6uoxummk B.Onngpu (V.Allfrey) c
Konneramm, KOTopble 06HapyXuam, 4TO HeaueTUAMPOBaHHbIE MUCTO-
Hbl TOPMO3AT TpaHckpunuuio AHK Ha nepBom 3aTane aKCMpeccumn rexHa,
HTO Bpems Kak aueTunuposaHue rMCTOHOB PeAyLMPYeT 3TO TOPMOXKe-
Hve. ONngpu NpesnonoXun, Yto aLeTuanpoBaHune “paspbixnset” cBs3b
OHK ¢ ructoHamu u Kak 6bl “OTKpbIBaeT” reH, fenas ero LOCTYNHbIM
JEeNCTBMI0 aKTUBUPYIOLLUX TPAHCKPUNLMIO PErYNSTOPHbIX 6e1K0B, Torga
KakK fealeTunmpoBaHue YNaoTHAET CTPYKTYPY XpOMaTuHa U 3aKpblBa-
eT AOCTYN pPa3/INyHOro poja akTUBUPYIOLLUM areHTam.

B nocnegytowem 66110 NOKasaHO, YTO aueTMaMpoBaHMe 06paTUMO
N OCYLLECTB/IAETCA NO cneyupuUUeckKuM NU3MHOBLIM OCTaTKaM, KOTO-
pble floKkann3oBaHbl B NHeTepMuUHaibHOM JOMEHE rMCTOHOB.
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Puc. 3.10 Mogenn pasfiMyHbIX foMe-
HOB B MO/leKynax 6enKoB, CBA3bIBaOLLNXCS
¢ AHK (nmo: Struhl, 1989)

a—cnupanb-nosopoT-cnupans(HTH), cTpen-
KW yKasblBalOT HanpasneHue cnupann 6enka; 6 —
“LUHKOBbIE Nanblbl” UUCTEUH-TUCTUANH (C—H);
B — LMWCTEUH-LUCTCUHOBBLIA “UMHKOBLIA naney”;
r— neiuuH-neiiynHosas (L) “sactexka” (“3un-
nep”). 3aTeMHeHHble MPAMOYFONbHUKN — Y4acTKu
KOHTakTa ¢ AHK

Benkwn, perynupyioLimne TpaHc-
Kpunumio. OnncaHbl MHOTOYUC/IEH-
Hble HEermcToHoBble 6Genku, cno-
Cco6Hble cBA3bIiBaTLCA ¢ AHK un pe-
rynmpoBaTb 3KCNPECCUI0 TeHOB Ha
TPAaHCKPUMNUMOHHOM YpOBHe. 3a
cBasbiBaHMe ¢ JHK oTBeTCTBEH-
Hbl HebonblKe yyacTKu (Aome-

Hbl) 6€1KOBO MOMeKynbl, cogepxawme o 100 aMMHOKMCNOT, KOTO-

PbIX 4OCTAaTOYHO 415 NpUAaHNS MosieKkyne 6enka cneynuyeckoi KoH-

thopmaymu, Heo6XoAMMOI ANA 3TOFO CBA3bIBaHWA. Paznuyarot Tpu Tnna

Takux gomeHoB (puc.3.10):

» cnupanb—noBopoT—cnupansb (helix-tum-helix, HTH) — ata cTpyk-
Typa NpoAyLUpyeTca roMeo3nCHbIMW reHaMun 1 NocTpoeHa U3 ABYX
anba-cnupaneit, Kotopble pasgeneHbl 6eTa-NnOBOPOTOM.; OfiHA M3
cnupanein — “cnupanb y3HaBaHUA” — N0XUTCA B 60MblIYHO 60p03-
OKy cBsA3biBaeMoli Monekynel AHK, gpyras pacnonaraetcs B Ma-
noii 60po3gKe;

*  “UMHKOBblE NafbUbl” — aKTUBATOPbl TPaHCKpUMNUUKW, urparwowune
BaXXHYI pO/ib B Pa3BUTUM W OMpejeNieHnn nona; Monekyna cofep-
XUT 0T 2 4o 60nee yem 10 NOBTOPAKOWMXCA eANHUL, COCTOALLUX
13 30 aMMHOKUCNOTHbIX O0CTAaTKOB. B HUX BXoaAT 7—11 aTOMOB LMH-
Ka;

e “neiiumMHOBas 3acTe>KKa” (NeliLMHOBBIA 3unnep) — MOJIEKya 3TOro
6enka cofepXxut 4—5 ocTaTKOB NelilHa, KOTOpble OTAENEeHbl ApYyT
OT Agpyra CEMbH APYrMMM aMUHOKMCnOTamun. Hanunuue gpyroi Ta-
KO/ nocnegoBaTenbHOCTU MOMEKYN neliynHa B anbga-cnupanu
6enKa No3BOMSET UM 3aMblKaTbCA HaMoA06Me 3aCTEXKN “MOHUSA".
AhheKT NoNoXKeHUsA. Pa3NMYHOro poga MoieKynsgpHbie npeobpaso-

BaHuA JHK 1 XpoMOCOMHbIX 6€/1KOB, Bbi3blBaeMble MHOTUMWN (PaKTO-

pamu, oTpaxarTcd Ha KomnakTusauum AHK v moryt nHuummnposath

ee MN/IOTHY YNakoBKY, KOTopas MOP{OSOrMYecKn perucTpupyercs Kak
reTepoxpomMaTuH. eTepoxpomaTuHoBble paiioHbl AHK, kak npasuno,

He TPaHCKpPMOUPYHOTCA N ABNAKTCA BaXHbIM (haKTOPOM TPaHCKpuM-

LWOHHON perynsumn. B reHoMe NpUCYTCTBYET TakXKe U KOHCTUTYTUB-

Hbl/i TeTEPOXPOMATWH, KOTOPbIA COCTOUT M3 BbICOKOMOBTOPSAIOLLMXCA
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eatennTHeIX OHK 1, X0TS cam He TpaHCKpubupyetcs, cnocobeH
WAUATb HA aKTUBHOCTb CMEXHbIX 06/1acTeil reHoma. Ecnm TOT nnm nHom
reH B pesyfibTaTe WMHBEPCUMW UAW TpaHCcIOKauuMW nonajaeT B retepo-
XPOMaTWHOBYK 30HY, OH TepsieT CMOCOO6HOCTb K TPAHCKPUMLMK, U
HOT (peHOMeH 0603HayYaldT TEPMUHOM 3hdeKT nono>keHuss. OH BO3-
HUKaeT B pe3ynbTate KomnakTusaumm ydactkoB OAHK, npubnmxeH-
HbIX K reTepoxpomaTuHy. MNMprumMepom cnyxuTt nieepcus y D.melanogaster,
npubnmkatowas redH white, oTBeyarOWmMii 3a NUTMeHTaLUKO rnas, K
IcTepoxpoMaTuHy. Y MyX, HeCYLLNX 3TY MHBEPCUIO, HabnodaeTca Mo3a-
MYHas oKpacka rnas. 3To CBUAETENbCTBYET O TOM, YTO IKCMPECCUA TeHa
white B OJHUX K/leTKax penpeccupyertcs, a B Jpyrux — HET, YTO NPsAMO
KOppenupyeT CO CTeNeHbI0 pacnpoCTPaHeHUs reTepoxpoMarunsanmm.
leTepoxpomaTtun3auuns 6amsnexawnx 3yXpomMmaTUHOBbLIX PaioHOB,
npy KOTOPOW cTabunbHO HacnegyeTcs penpeccMpoBaHHOE COCTOAHUE
reHoB B OMpefeNieHHON cybnonynauumm KneTok, moayyuna HaspaHue
athchekTa nmono>keHns mosamyHoro Tuna (PVE — Position Variegation
[fleet). MpuobpeTeHHOe KOHOEHCUMPOBAHHOE COCTOAHME XpoOMaTuHa
MOXET NPUBECTW K MOJIHOW penpeccumn TPaHCKPUNLUU NMOTEHLMANbHO
aKTUBHbIX 3yXPOMaTUHOBbLIX reHoB. B cnyyae PVE nHaKTMBaLua reHa B
KaXXJol LaHHON KneTKe MPOUCXOAWUT CTAaTUCTUYECKMW, Ha PaHHUX CTa-
OVAX pasBUTUA, a 3aTeM NPUoBpeTeHHOe pernpeccMpoBaHHOE COCTOfA-
HVe MoaAep>XnBaeTCcs B MOTOMCTBE KaXA0l KOHKpPeTHON kneTku. PVE
YyBCTBUTENEH K Pas/iMYHbIM BO34eNCTBMAM, BKAKOYas TeMnepaTypy u
pasHble reHeTMYecKne (hakTopbl: NPUCYTCTBME JOMNOSHUTENbHON Y-
XPOMOCOMbI, B/INSIHWE TEHOB-MOAANPMKATOPOB U Ap. Y APO30{uUAbI
n3BecTHO 60nee 120 NOKYCOB, MyTauuM B KOTOPbIX BAUAIOT TakK Uu
nHaye Ha PVE:
e [ecATb IOKycoB supressor of variegation {Su(var)}, KoTopble cynpec-
cupytoT ag ekt PVE, Haxoasach B TpeX KOMUSAX Ha reHom;
» 75 n0kycoB Su(var) cynpeccupytoT PVE, Haxogdcb B OAHON Konwuu;
e [ecAtb NnokycoB E(var) — Enhancer of variegation — ycunusaioT
penctene PVE, HaxogsAcb B O4HOA KOMWWU Ha FeHOM;
e 0Ko0no 25 fokycoB ycunmearoT PVE, 6ygyum B O4HOW KONWW.

CT1oNb 60/bLLIOE KOMMYECTBO FEHOB MOXET BANATbL Ha PVE B cBA3M
C TEM, YTO FeTepOXpPOMaTUH WMMeeT CM0XHOe CTpoeHue, 06yCNOBMeH-
Hoe B3aMMofelicTBMEM 6onblIoro yncna 6enkos n AHK. /liobble myTa-
LUMOHHbIE U3MEHEHMUSA B TOM WKW UHOM Gefnke BnekyT 3a coboil onpe-
[eNeHHble CABUIM BO B3aMMOOTHOLEHMAX 6eNKOB XpoMaThHa U B ero
KOH(OPMaLMOHHOM COCTOAHUMN.

M3BecTHbI 1 6eNKOBble NPOAYKTbI FEeHOB, BAMAKOWNX Ha PVE. Tak,
reH Su(var)2-5 kogupyeT 6enok HP1, OCHOBHOW CTPYKTYpHbIA 6en0K
retepoxpomartmHa. 3T0T 6eN0K accouMMpoBaH C NPULEHTPOMEPHbLIM
rCTEPOXPOMATMHOM U reTepoOXpoOMaTUHOBbLIMU paiioHaMu 4-i Xxpomo-
coMbl. OH coCcTOUT M3 167 aMWUHOKWUCNOT U BbICOKOKOHCEPBATUBEH,
€ro romosiorn o6Hapy>eHbl y MbILIW 1 YenoBeka. [pyroii reH Su(var)3-
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Puc. 3.11. Nropb Pepopo-
BMY XXumynes (4neH-koppec-
noHaeHT PAH) n EneHa Cep-
reeBHa bensieea — HoBOCUGUP-
CKMe LMTOreHeTUKMW, Nposio-
XUBLUME HOBbIE MYyTU B UCCAe-
f0BaHUN (YHKLVOHUPOBAHNSA
NONNTEHHbIX XPOMOCOM fpPO030-
hunbl.

Mokasann orpaHN4YeHHOCTb KOH-
uenuun “ofuH ANCK — OfWUH TeH” u
[l0Ka3anum BO3MOXHOCTb COAepXaHus
HECKONbKNX FEeHOB B OJHOM AWCKe.
BHecnu cyuecTBeHHbI BKNaj B MC-
cnefloBaHUA MexaHW3MoB 3ddekTa
MONIOXEHNA U PErynaunumn reHHoii ak-
TUBHOCTMU B MNOZIMTEHHbIX XPOMOCOMAX

7 TaKXKe NPUHAANEXUT K CTPYKTYPHBIM KOMMOHEHTaM retepoxpoma-
TWHa, OH B3aumofeiicTByeT ¢ benkom HP1, Bknwouaet 1169 amuHo-
KUCNOT U COLEpPXXUT [OMEH LMHKOBLIX ManbLes Ha N-KoHUe. YBennye-
HWe [03bl 3TOr0 reHa NPUBOAUT K ycuneHuto PVE. MetepoxpomaTunsa-
LA MOXET 6bITb CBA3aHa C TEM, YTO MO COCEACTBY C 3YXPOMATUHOBBIM
reHOM OKa3blBaeTCs MPOTAXEHHbIA PparmMeHT reTepoxpomarunHa, co-
CTOALMIA 13 MOBTOPAIOLWLMXCSA CaTeNIMTHBIX NOCAeA0BaTe/IbHOCTEINA.
CaTennuTHble nocfefoBaTeNbHOCTU MOTYT Urpatb BaXKHYK PO/b B
perynaunm akTUBHOCTW TeHOB B XO4e WHAWBUAYaNnbHOro pPasBUTUA,
TaK WAW MHaye BAMAA Ha KOHGpopmauuio yHukansHoi AHK u oco-
6eHHOCTU ee 3KCNpeccuy B MPOCTPAHCTBE W BpemMeHU. KOCBEHHbIM
NOATBEPXAEHMEM 3TOMY C/YXKaT pa3nuyma B coctaBe caTennuTtHoin AHK
B pasHbIX opraHax Drosophila virilis . B reHoMe Len0ii Myxy BblSBNEHO
Tpu hpakumm catennutHoin A HK. CooTHOWeEHNE 3TUX (hpakyunii B pas-
HbIX OpraHax Myxu CyL,ecTBEHHO pa3fnuyaeTcs, YTO CBUAETENbCTBYET,
BO-MepBbIX, 0 BO3MOXHOW ponu catenamtHoin AHK B perynsauum kne-
TOYHOW CMeunMuUKN u, BO-BTOPbIX, O MOMIEKYNAPHBIX U CTPYKTYPHbIX
N3MEHEHUAX Aapa B npoLecce angdepeHunpoBkun. B yacTHocTm, P.Xe-
Hukot® (HenikofT) onucan TpaHcnokayuuo MPUMepHO OAHOr0 MUN-
NnuoHa nap MuHucatennnuta GAGA B pailoH reHa brown, KoTopas npu-
BOAMMA K Cynpeccumn reHa u obpasoBaHuio retepoxpomartuHa. Carten-
T GAGAAA pnuvHoid 1000 n.H. HegocTaTouvyeH gna mHaykuymm PVE,
Ho 6o0niee KopoTkuii catennut ATATAA B KOHCTPYKLUWWN, MHBELMNPO-
BaHHOI B reHOM Apo30gnsbl, cnocobeH nHayuuposatb PVE reHa white.
Bonee TOro, nofo6Has KOHCTPYKLMA C BbICOKOM 4acTOTON BCTpawu-
BaeTCA B reTepOXpPOMAaTUHOBbIE paioHbl. [eTepoxpomaru3aumm WHOraa
MoABEPrarTCs 4OCTATOYHO OBLIMPHBIE 06/1aCTU XPOMOCOMbI. BaxkHy10 ponb
B 3TOM npoLecce urpatoT 6enku, cofepxalime “LUHKOBbIe Nanblbl”.
3HaunTeNbHbIA BKNA4 B M3yYeHUe MexaHW3MOB adekTa nosoxe-
HUS MO3aWYHOr0 TWMa BHECNW OTEYeCTBEHHble TEHETWUKMU, B 0COBEH-
HocTU wkKonbl U.® . XXumynesa n E.C.bensesoin (puc. 3.11), a Takxe
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Puc. 3.12. Bnagumup Anekceesny [FB0o3feB.
Yurn-koppecnoHeHT PAH. SlaypeaT Nocyaap-
* MN-MHON Npe?unn. ABTOP OPUTMHANbHBIX Npej-
| InuNeHnin 0 ponu NOABUXHBLIX FeHEeTUYECKUX
HK MEHTOB B Perynaynn akTUBHOCTU FEHOB ”
E// LWHHBIX C 3TUM 3BOMOLMOHHBIX npeobpa-
KULLIHUAX.

OfHUM 13 NepBbIX MCCnefoBan A030BYI0 KOMMeHCa-
Wm» K 3h(eKT MonoxeHWs y Apo3odunbl, BHeC 60Mb-
WKiA MKNag B 3TOT pasfen reHeTUKu

WA TBo3gesa (puc. 3.12). B nabopato-

pun UN.® XKumynesa npepnoxeHa

Mogenb hopmupoBaHusa addekra no-

HVXXeHNs M03aMy4yHOro TUna, 0CHOBaH-

Has Ha MpejnosioXXeHnn o CcTaTUCTu-

YeCKOM pacrnpefeneHUn Hekux 6en-

t 0B-KOMMAKTN3aTOPOB BOKPYr LLEHT-

poB MHMUMaLMK KOMNaKTusaumu. Mpu

HOM npefnonaraetcs, YTo 1) LEHT-

pbl MHMLUMALUN KOMNAKTU3aLMU NPUCYTCTBYIOT KakK B 3yXpoMaTuHe,
1aK U B reTepoxpomatvHe u 2) MOJIeKY/ibl 6€/KOB-KOMMNAaKTM3aTopoB
*NOCO6GHbI CBfA3bIBATLCA HE TOJIbKO C CailTaMyW B XpPOMaTUHE, HO W
apyr ¢ gpyrom, Gopmupys MynbTUMeEpHbI Komnnekc. B pesynbTaTe
[loXxacTMyecKow accoumanmm Monekyn 6e1KOB-KOMMNAaKTM3aTOPOB BOK-
pyr LEHTPOB MHMUUMALMW KOMMAaKTM3aLUM CTAaHOBUTCH BO3MOXHbIM
B (auMOfeiCcTBME 3TUX MOJIEKYN APYK P APYrOM. B TakoMm cnyvae LeHT-
pbl MHMLMALUN MOTYT CBA3aTb Takoe KOMYECTBO MOJEKY/-KOMNakK-
nnaTopos, KOTOpPOE JOCTUraeT HEKOEero KPUTUUYECKOro 3HaAYeHUs —
nmopora KommakTu3auuu, CnefCcTBUEM Yero ABAsSeTCS HeobpaTUMbI
npouecc, T.e. o6pa3oBaHue reTepoXpoMaTMHOBOIo JoMeHa. Takum 06-
pa3oMm, retepoxpoMaTWH OMUCbIBAETCA KakK 06/1acTb XpoMaTuHa, Co-
[epxallas NoBbILWEeHHOEe KOAMUYEeCTBO LEHTPOB MHULMALNN KOMNaK-
L3aLmu.

B.A.'BO34eB C COTPYAHMUKamMu MNONYYUNN WHTEpPecHble faHHble 0
BO3MOXHbIX 3BOTOLMOHHbLIX UCTOKAX HEKOTOPbLIX NOBTOPOB. B yacTHO-
(W npegnonaraeTcs, YTO YHWKaNbHbIW, cneynpunyeckn akcnpeccu-
PYIOLLMIACA B CEMEHHMKaX APO30(UAbl 3yXPOMATMHOBLIA FEH SBASET-
€A npejLlecTBEHHUKOM [ABYX MNapafornyHbiXx amnin@uumupoBaHHbIX
NoBTOpPOB.

AunddepeHunanbHana akTUBHOCTb reHoB. O4HWM 13 BapUAaHTOB pery-
NAUMKN 3KCMPECCUMN TeHOB Ha TPacKpUMNLUOHHOM YPOBHE ABNAKOTCA
pasHble TUMbl AnddepeHLManbHOM aKTUBHOCTHY TEHOB', B MEPBYHO Ouye-
pegb AvdepeHumanbHas akTUBHOCTb POAUTENbCKUX FeHOMOB. B 3aToM
C/lydae Ha NepBbIX CTAANAX APOBNEHNA ANL, HEKOTOPbIX XXUBOTHbLIX Ajpa
NMEIOT BOVCTBEHHYHO CTPYKTYPY, KOTOpas ONpesenseTcs OTHOCUTENb-
HOli He3aBMCUMOCTbIO MOBEAEHMS TanaoMAHbIX POAUTENbLCKMX Habo-
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Puc. 3.13. AnekcaHapa AnekceesHa [lpo-
KothbeBa-benbrosckas. Bbigatowmniica poccuii-
CKWIA UMTOreHeTUK. YneH-KoppecnoHAeHT Aka-
fgemun MegnunHcknx Hayk CCCP.

Co3fiana 0Te4YeCTBEHHYIO LIKOJY LMTOreHeTUKOB. BHe-
cNna CyLecTBeHHbI BKNaj B nccnefoBaHne npobnemsl re-
TepoxpomaTuHa. MpuHMMana akTUBHOE y4acTue B BO3POXK-
feHUNn B POCCUM MEULMHCKON TeHeTUKM

pOB XPOMOCOM. B KneTkax HeKOTOpbIX
rmépmaoB pacTeHUin o6HapyxeHa pas-
NINYHaA CTeneHb cnupanns3aynm n ok-
pawunBaeMoCcT XPOMOCOMHbIX Habo-
poB. 3TW wnccnefoBaHus 6binv nog-
TBEPXAEHbI NPU WUCCNEfOBAHUN paH-
HUX CTaAUA pasBUTUS LUKAOMa 1 pblb
3ameyaTeslbHbIM POCCUMIACKUM LUTONO-
rom A.A.lMpokogbeBoin-benbroBCcKoii

(punc.3.13).
Hanbonee apkum npumepom gnd-
(hepeHUManbHOW aKTUBHOCTW LENbIX POAUTENLCKUX FTEHOMOB ABNSETCSH
(heHOMEH MHaKTMBaLWM OLHOT0 XPOMOCOMHOI0 KOMMJIEKCa Y CaML0B
HEeKOTOPbIX BMAOB WNTOBOK (MYUYHUCTBLIX YEPBELOB, KOKLMA), TaK Kak
B 3TOM Cnyvae LUMTONOrMYecKue HabnogeHns NOATBEPXKAEHbl TeHETU-
yecku. Ha paHHUX cTaguax ambpuoreHesa y Takmx caML,0B NPOUCXOLUT
nofiHasg reTepoxpomaTum3alus XpPOMOCOMHOI0 KOMIMJieKca, MojlyyeH-
HOro OT 0TLa, COMPOBOXaloLanca NHaKTMBaL e OTLLOBCKMX FEHOB.
B HEKOTOPbIX TKaHAX CamL0B Ha ONMpefeneHHbIX aTanax pasBuTnA KOH-
[LleHCUpPOBaHHbIE XPOMOCOMbI BO3BpPALLalOTCA K 3YXpPOMaTUYECKOMY
COCTOAHMIO (fereTepoxpomaTtm3auns), 1 UMeHHO 3TU TKaHW pa3BuUBa-
IOTCA HEHOPManbHO, €CI OPraHM3M HeceT 06AYYeHHbIi OTLOBCKUI
reHOM W/ TEHOM Apyroro suja. [leretepoxpomartumsalns MMeeT MecTo
He BO BCeX K/eTKaX, BCMEACTBME Yero Takue TKaHW CTaHOBATCA (PYHK-
LMOHANbHO MO3auyYHbIMKU. YTO6bI 06BACHUTL MEXaHW3M MHaKTMBaL UK
OTLOBCKOro reHoma y kokuug, Y.Hyp (U.Nur) noctynuposan, 4To
CaMKW NpOu3BOAAT fAliLa ABYX TUMOB — C BeL,ecTBOM, KOTOPOE Bbl3bl-
BaeT retepoxpomarusaLuio OTULOBCKOro Habopa, u 6e3 Hero. lMocne
ONM0AOTBOPEHMNA NEPBbIE Pa3BMBAKOTCA B CAMOK, BTOpble — B CamL,0B.
WHakTuBauusa JT-xpomocombl. Cregylowmnin npumep gudgepeHLmn-
anbHON aKTUBHOCTU FEHOB — AUdhepeHLManbHas akTUBHOCTb FOMONO-
TMYHbIX XPOMOCOM M MXy4yacTKoB. B nepByto ouepefb peyb MAET 0 heHo-
MeHe naioHusaummn, oTKpbiToM M.JlaiioH (M.Lyon, puc. 3.14). 3ToT
(heHOMEH KacaeTCcsi WMHaKTMBauWM OfHOK M3 A'-XpPOMOCOM Yy CaMOK
M/IEKONMUTAKLWMX, YTO 006bACHAET JO30BYI0O KOMMEHCAUUIO Y HUX. N Hak-
TMBauusa ofgHon u3 J1I'-xpomocom y XV-camoK obecneymBaeTcs ee rete-
poxpomaTu3auuneit u hopMuMpoBaHMEM reTeponMKHOTUYECKOTO Teflb-
la — nos0BOro XxpoMaTuHa, Tenbua bappa (puc. 3.15). CornacHo gaH-
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Puc. 3.14. Mapu NalioH. Bbigatowniics aH-
| IMACKUI LUTOTeHEeTUK.

OTKpbINa MHaKTUBALMIO X-XPOMOCOMbI Yy MAEKOMNU-
HKLWIX Ha ocHoBaHuWW ee paboT B MUPOBOI reHeTuke
thopmMupoBanoch Lenoe 60nbLIOe HanpasneHne, NOCBA-
LUFMHOE M3YYeHMI0 OTKPLITOrO el (heHOMeHa, urpatLye-
W1 kntoyeByto ponb B 4030BOV KOMMEHCALUN y MAEKOMM-
ITowmnx

HbiM Jl1alioH, 1) reTteponMKHOTMYeC-

lasa A-xpomocomMa MOXET BbITb OTL,0B-

CKOro M MAaTEPUHCKOTO NPOMCXOXK-

[EeHNs B Pas/IMyHbIX KNeTkax OfHOro

M TOr0 e XXWBOTHOTO; 2) 3Ta XPOMO-

COMa reHeTMYeCKU He aKTMBHa. Vme-

I0TCA OMOXMMWYECKME [aHHble B

nosib3y TOro, YT0 MHaKTUBKUPOBAHA NO

KpaiiHeii mepe 60/bLIas YacTb X-Xpo-

MOCOMbI. BO BCAKOM cnyvae, ecniv He

npossfiseTca ¢pakums OLHOT0 U3

(hepMeHTOB, KOHTPOIMPYEMBIX JIOKYCOM A-XPOMOCOMbI, TO He 06Ha-
PYXUBAETCA U U30PEPMEHT, CUHTE3 KOTOPOro OMpefefiieTca reHom,
pacnonoXXeHHbIM Ha 3Ha4YMTE/NIbHOM PacCTOfAHUM OT NepBoro. Takas
MHaKTMBaLMA cTabunbHa. Tak, ecan OT NayueHTKU, reTepo3nroTHOW
Mo 3NeKTpPoOopeTUYECKMM BapnaHTaM r10K0o30-6-thoctharaernjpore-
Ha3bl (COOTBETCTBYIOLWMIA FeH NOKanM3oBaH B X-XpPOMOCOME), Bblfe-
NNTb KNOH KNETOK TO/IbKO C 6bICTPON (hpakuuneil hepmeHTa M Takue
KNeTKN CANTb C MblWUHBbIMU (nbpobnactamu, TO B FeTEPOKAPUOHE
NposBAAeTCA TONbKO 3Ta 6biCcTpas Ppakyus rnrKo3o-6-pochataerng-
poreHasbl. CnefioBatefibHO, BTOpas A-XpoMOCOMa 0CTaeTCcs B HeaKTuB-
HOM COCTOSAHUMN.

BcTaet BONpoC 0 TOM, B KaKOli MOMEHT pasBUTUS UHaKTUBUpPYeTCS
oaHa n3 A'-xpomocom. OKasanocb, 4YTO 3TOT MPOLECC MMEEeT MECTO Ha
[OBONBHO pPaHHUX 3Tanax 3M6pUOHabHOro passuTuda. B oouuTtax u B
nepuoj paHHero 4po6neHns QYHKLMOHMPYIOT 06e A-XpOMOCOMBI. Tak,

Puc. 3.15. Aapa anuTennanbHbIX KAETOK ropTaHyW YenoBeKa, OKpalleHHble Kpe3us-
Huonetom (no: Moore, 1977).

A — Knetka HOpPManbHOro MyX4uHbl (AT) He coaepXuT Tenbla bappa. B — knetka HopmanbHoOiA
XKEeHLMHbI (XX) cofepXuT ofHO Tenble bappa (ykasaHO CTpenkoil). B — kneTka >KeHLWHbI ¢ Tpems X-
XpPOMOCOMaMn COAepPXWT ABa Tenbla bappa; akTMBHa ToNbKO OfHa [-xpomocoma
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npW reTepo3MroTHOCTU MO CLEenseHHOM ¢ MOAOM FNKX030-6-tocdar-
ferngporeHasbl B3TOT Nepuog yaaeTca 06HapyXuTb 06e hpakumm hep-
mMeHTa. OAHUM U3 MoKasaTeneil MHaAKTUBaLUK ABNseTCA 06pa3oBaHue
Tenew MosoBoro xpomartuHa (teney, bappa). Y yenoseka 1 Makaku no-
NOBOW XpPOMaTUH MAEHTUPULMPOBAH B KeTKax Tpoobnacta 10—12-
[LHEBHOI 6nacTtoymncTbl U Ha 16—19-ii AHWM B KNneTKax 3apofblilia, T.e.
Ha cTagum 2000—5000 kneTok. Mpu 3ToM y 13-AHEBHbIX 3apOAblLLei
YyesioBeKa MOJIOBO XpOMaTWH BbifABnseTcs B 14% kneTok Tpodobnac-
Ta, HO OTCYTCTBYeT B Me30fepmMe XopuoHa (Kak U B KNeTKax 3apofbl-
wa). bnunskue pesynbTaThbl 661U NONYYEHBI U NMPU UCCef0BAHUN 3IM6-
puoreHesa APYrux XXMBOTHbIX. B onbiTax ¢ MHbeKLNEH OAHON K/ETKM
M3 61aCTOLUCTbI MbILEA, reTepo3nMroTHbIX NO FeHY OKpacku, cuen-
NeHHOMY ¢ X-XpOMOCOMOW, B 61aCTOLUCTbI-PeLMNNEHTbI Mbllwel (KO-
TOpble HECAM B ayTOCOMax reH TpeTbeil OKpacku, oTAuyallencs oT
06eMx, KOHTPOAMPYEMbIX X-XpPOMOCOMOI) NOKa3aHO, YTO MHAKTUBa-
UMa X-XpOMOCOMbI MPOUCXOAUT Ha cTagum 6nactoumcTtol 3—3,5 gHei
AW Ha HECKONbKO KMETOYHbLIX fefleHuiA nosfHee. ECTb faHHble, 4To
MHaKTMBaLMA MPOUCXOANT nocne 060c06MeHUss KNeT oK ambpuobnacTa,
3aMeTHO paHblle OT/AeNeHUS Me304epMbl U 3KTOA4EPMbl U cOBNajaeT Mo
BPEMEHN C I/IMI'I!'IaHTaU,VIeVI.

O6pa3oBaHMe NOMOBOro XpoMaTuHa Hab/O4aeTcAa He BO BCeX KNeT-
Kax 3apofbllla. Y 3apofblllia YesoBeKa TPeX MecsleB, Korga B agpax
COMAaTUYeCKUX KNIeTOK TefbLe NOSI0BOro XpomaTuHa NpUcyTCcTBYeT, B
A4pax 00roOHUM 1 00LUTOB reTePONMKHO3 He BblpaXKeH. Mpu 3TOM MHakK-
TUBALUN X-XPOMOCOMbI B pasHbIX TUMAxX KNETOK MPOUCXOLUT aCUHX-
POHHO.

M.Paccenn (Russell) B 1965 r. npeAnonoXuna, 4To MHaKTUBaLMA
A'-XpOMOCOMbI ONOCpPefyeTca OHUM LNUC-4EACTBYIOLLUM IOKYCOM, KO-
TOopbIli OHa 0603HaumMna kak Xic (X-inactivation center) un KoTopblii
6bl11 10KaNM30BaH B X-XpOMOCOME YenoBeKa M MbllK. Bbifo BbiCKasa-
HO MpeAnonoXeHWe, YTO OH (DOPMUPYET CUTHaN WMHakTuBauuu, pac-
NPOCTpaHAoLWKMACA BAOAb XPOMOCOMbI. B ganbHeliwem yganocb npoge-
MOHCTPMpPOBaTb, YTO Xic perynupyeT Kak nHuumauuio, TaKk u pacnpo-
CTpaHeHuWe "“-mHakTuBaumm. B 1991 r. 6bin npeHTUOULMPOBAH
cneynpuyYecknin TpaHCKpUNT Xist, MHAKTUBUPYOLWNA N-XPOMOCOMY.
3TOT TPAHCKPUNT 06HAPYXKEH TO/bKO B HEAKTUBHOW X-Xxpomocome (X1
B COMAaTU4YeCcKMX KneTtkax. Xist PHK 6bina BbifiBNeHa B i4pe U Konoka-
Nn30BaHa C HEaKTUBHOM "N-XpPOMOCOMON. Y Mblllei TPaHCKPUMLNOH-
Has aKTUBHOCTb reHa Xist onpegensercs y aMbpuoOHOB Ha cTagnm 4—38
Knetok. O6HapyXeHa TakXe MpeuMyLlecTBeHHas 3JKcrpeccusa Xist B
OTLOBCKOW xpomocome (X1) Ha npegMMnaaHTaLMOHHON cTaguu pas-
BUTUS.

CurHan K MHakTuBauuMm ~-XpOMOCOMbI OMOCpPeayeTca perynarop-
HbIM annapaTtoMm, KOHTPOAMpPYOLWMM akcnpeccuio Xist. CpaBHUTENb-
Hblli aHanu3 NpoAeMOHCTPUPOBAN HanMyme KOHCepPBATUBHOW nocne-
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foBaTenbHOCTU gnnHoi 100—300 n.H. upstream r1aBHOroO TPaHCKPUI-
UMOHHOrO caitTa. B aToil 06n1actu 6biAM MAEHTUDULUMPOBAHbLI CaliThbl
CBA3bIBAHUA AN TPaHCKPUNUMOHHbLIX (hakTopoB TFID, SPI, CBF.

Bbblno, HakoHel, MpoLeMOHCTpuUpoBaHo, 4YTo Xist PHK 3aHumaeT
(tonbIWOn SifepHbIA OMEH, COOTBETCTBYHOWMA N'-TeppuTtopumn. Cna-
6blii cuHTe3 3Toit PHK Habntopgaetcsi B aMOpMOHanbHbIX CTBOJIOBbLIX
(ES) kneTkax , npu 3TOM B CTBO/IOBbIX AX-K/IeTKaX CUHTe3 B [Ba pasa
Bbille, Yem B AYES. MHakTuBaumm A-XpomMOCOMbl CBfi3aHa CO cTabu-
umnsaymeii Xist PHK. MpegnoxeHbl ABe MOAENN COOTBETCTBYIOLWMUX MO-
NEKYNAPHbIX MeXaHW3MOB 3TOro npouecca.

B nepBoii mogenn npeanonaraeTcs, 4To Npexpae MHuumauuu namno-
nmnsaumm Xist-TpaHCKPUNT fecTabunmsupyertcs cneununyeckum pery-
NMPYEMbIM B pPa3BUTUU (akTopoM. CHUXKeHWe YpPOBHA cofep)KaHua
*TOr0 (hakTopa BefeT K TOMY, YTO TPaHCKPWUNT OT OJHOro anneng,
ocTaeTcs cTabunbHbIM (X @, B TO BpemMs Kak TPaHCKpPUNT gpyroro an-
nena Hakannueaetcd (X'). TpaHckpununa reHa Xist 8 A™-annene pe-
npeccupyetcs (ctagus 3aBeplueHuns): .CornacHoO BTOpPOA Mofenu, He-
cTabunbHbln BapuaHT PHK TpaHckpubupyeTtca ob6oumu annensamu
nepej nHuuuaumein naioHnsaumn. K Havyany MHakTUBaLuMm OQHON U3
A-XpOMOCOM CUHTE3 HecTabunbHOro BapuMaHTa COXPaHSAeTCsA TOMbKO B
ofHOM annene (X"), B TO Bpems KaK [pyroi annenb nepexoauT Ha
peXxum cuHTe3a cTabunbHoro TpaHckpunta (X'). Annenb, CUHTE3UPY-
FOLINA HeCTabWUNbHbLIA TPAaHCKPUNT MOCTENEHHO penpeccupyercs.

Kak nponcxoauT pacnpocTpaHeHWe MHaKTUBaLWUKN BAONb A-XPOMO-
ioMbl? [0 3TOMY MOBOAY TaKXe CYLLeCTBYET [jBe TaK Ha3blBaeMble way-
station mogenu, He OYeHb CYLLECTBEHHO OT/MYalOLLMeca ApYyr OT gpyra
(puc. 3.16).

CornacHo nepsoii mogenu, Xist PHK accouunpyeTcs ¢ Bbicokoad-
hunHHbIM PHK-cBA3bIBalOW MM cainTom 6enka (way-station elements),
NOKaNn30BaHHOTO B Al'-XpoOMOCOMe MocpeacTBoM “(/c-NpoaBMIKEHNA”.

BTopas mogens yTeepxpaaet, 4to Xist PHK akTMBHO TpaHcnopTtu-
pyetcad PHK-cBa3biBalOWw M 6e1KoM K way-stations Ha X-XpomMocoMe.
1 o6enx mogenax gopmuposaHne PHK/OHK/6enkoBoro Kommnaekca
B6/M3nM A/c-nokyca MHAYUMPYET NOKanbHble KOHMOPMaLWOHHbIE U3-
MEHeHNs XpomaTuHa, obneryas Takum o06pa3oM pacrnpocTpaHeHue
"BOJIHbI” MHaKTUBaLUW.

Jo3oBas KomneHcauus y Apo3oduabl. Y MJIEKONUTaKLWMX nocpes-
CTBOM naioHmM3auum [OCTMraeTca seKkT KomneHcauuu fo3bl, B pe-
3ynbTate 4yero ogHa A-xpomocoma camua “crnpaBnserca” co CBOMMMU
"0643aHHOCTAMKN” HUYYTb He XYXe ABYX XPOMOCOM CaMKW. Y Ap030-
¢wnnbl heHoMeHa naiioHM3aunm He HabnogaeTca M [030Bas KOMMEH-
cauusa reHos ob6ecneymBaeTcs C NOMOLLbIO APYrOro perynsaTopHoro me-
XaHU3Ma, KOMMEHCUPYIOLLEro pasimyma B KOJIMYECTBE FEHOB y CaM-
LOB ¥ camoK. Mpumepom [J030BOM KOMMeHcaLun Ha 6UOXMMUYECKOM
ypoBHe y D.meianogaster MOXeT CNY>XXUTb aKTUBHOCTb 6-(hocdornoKo-
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0 Xic; Xist PHK; *— Q6nacTb "cnaceHus"; O waystation elemen;
* PHK/OHK-cBasbiBawowWwmii 6enok; O LHK/PHK- cBsisblBatownii 6enok

Puc. 3.16. Mogenb pacnpocTpaHeHus J1'-nHakTuBaumu (no: Mizzen, 1998).

A — Xist PHK accouunupyetcs B AWc-nonoxeHun ¢ 6enkamm, n10Kannu3oBaHHbIMKU B caliTax C BblCOKOW
ah(hMHHOCTbIO cBA3bIBaHMA (Way-station elements) B A-xpomocome. b — Xist PHK akTuBHO TpaHcnopTupy-
eTcq PHK-cBA3biBalo WMy 6enkamm K way-stations B A-xpomocome. B o6enx mogensx hopmupoBaHmne Kom-
nnekca PHK/AHK/6enok, 6nusknii k Xic (X inactivation center), 6yfeT MHAYLMPOBaTb NOKaNbHble KOH-
(hopMaLMOHHble U3MeHeHNs B XpPOMaTWHe, ob6neryas pacnpocTpaHeHe BOHbI MHAKTUBALUY

HatgerugporeHasbl (6-®I ), KOHTponupyemas reHom Pgd, nokanu-
30BaHHbIM B A-xpomocoMe (puc. 3.17)

PUCYHOK LeMOHCTpPUPYET MNPAMYIO KOPPensuuio Mexzay YPOBHeM
aKTMBHOCTMW (hepMeHTa M L0301 CTPYKTYPHbIX FEHOB Y KaX4oro nona. B
TO XXe Bpems OfjHa [03a reHa y camua onpefensier Takylo Xe aKTUB-
HOCTb 6-® I, Kak y caMKn. CXOAHble faHHble 6biin NOAYyYeHbl U ANS
pAaga opyrux GepMeHTOB, CUHTE3 KOTOPbIX KOHTPOAUPYETCH CLEeneH-
HbIMW C NMOJIOM TeHaMu, Hanpumep raKKo30-6-pocharaernaporeHa-
3bl (reH Zw). Kak BbisiBunu B.A.'B037eB C COTPYAHMKAMM, CETMEHTbI
A-XpPOMOCOMbI, KOHTPONUPYIOLNE Pa3fnyHble NPU3HaAKW, NPOABNA-
IOT CNOCOGHOCTb K 4030BO KOMMNEHCAL UM He3aBUCUMO OT UX NMOJOXEe-
HWUA B reHoMe. TeM He MeHee B HEKOTOPbIX C/y4YasX CNOCO6HOCTL reHa
K [,030BOM KOMMEHCcaLMn MOXeT OnpefensiTbCs M paoHOM ero fioka-
nnsauun B xpomocome. Tak, reH LSPl-anbtha, Kogupyowmnin 6enok
remonum®bl TMYUHKN APO30P ULl U NOKATN30BaHHbI B A-XPOMOCO-
Me, 4acTo UrypupyeTt B KauyecTBe Mpumepa OTCYTCTBMA J030BOWA KOM-
neHcayum, ogHako Npyv U3MEHEHUMN ero foKaam3aynmn B 3TOM Xe Xpo-
MOCOMe OH CTaHOBUTCH KOMMEHCUPYEMbIM.

MexaHn3M [030BOA KOMMNeHcauuyu onpefensercs pasinuymamu
CTPYKTYPHO-(DYHKLMOHANbHON OpraHn3aunmm nonoBbIX XPOMOCOM Y
camL0B M CaMOK. B yacTHOCTK, oguHOYHas X-XxpoMocoMa camua B KneT -
Kax C/IOHHbIX >Xefe3 Apo30dubl CUIBHO paspbix/ieHa U B 06LieM MMeeT
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Puc. 3.17. BzauMooTHOLWeHne X-
DOMOCOMbI 1 ayTOCOM.

A —3aBNCUMMOCTb a»CrMBHOCTU reHOB X-
Y'HMHCOMbI OT BE/IMUMHBI OTHOLUEHUA YUC-
it X xpomocom K 4ucny HabopoB ayToCOM
(M1 AHaHbes 1 gp., 1974). Mo ocu abeunce —
e*+QLLOLLIEHME MOMOBLIX XPOMOCOM W1 ayTo-
‘<M Ho ocu opaMHaT — 4nUCNo 3epeH cepeb-
M (/) n akTuBHOoCTb 6-PT [ (2) B pacuete
HA \ xpomocomy; 3, 4 —Te xe xapakTepuc-
LWKH [pUNNOUAHBIX CAMOK. TpaHCKPUMLNOH-
HIMakTUBHOCTb J1'-XpOMOCOMbI CamL0B Mpu-
wln 3a 100%. a1
b —po3oBas komneHcayusa y gposodu- ;)Cé
Nl (HO: Turner, 1998). finarpamma fEMOHCT- Y
pUpyeT, KaK KOMMOHEHTbI CUCTEMbI [;030BOA
«"MuUcucalymmn B3anmMoaencTeytoT ¢ JIr-xpomo-

®Moii, U3MeHAA KoHdopmauunwo AHK 033 050 066 150

X:A
j Camel | Sxl BbiKnloueH,

LUMKYIO XKe TONLMHY, KaK e oyt Sares arguas TN

\ xpomocombl camku. Cogep- ...~ °° "' yABoeHuA TpanCKpUNL M

>KaHue HEerMcTOHOBbIX 6ENKoB

nogHoli xpomocome camua npn- '+ 7T

W 110 COOTBETCTBYeT TaKo-

romy (okono 80%) B ABYX Xpo- L Sonero nevoropsie

MocoMax camku. COrnacHo nocyrorsyor —

AaHHbIM paguoasTorpadu- MLE T gor IR ppecon

YeCKUX nccnegoBaHuii, coot- Toanorputin
UITTETBEHHO YBenu4YyeHa U

hanckpuUnuuoHHasa aKTUBHOCTb X-XPOMOCOMbI camMua, 3aBucswas oT
YPOBHA KOMMaKTMU3aLum xXpomaruHa.

B ocywecTB/leHUM [J030BO KOMMEHCaAUMU WUrpawT ponb onpepge-
NEeHHble HYKNeoTUAHbIE NOCMef0BaTeNbHOCTU TUNa NOBTOPOB, KOTO-
pble obecneynBalOT CeNeKTUBHOE CBA3bIBaHME C 6enKaMu-npoaykKTa-
MU reHoB mle. K HMM, B YaCTHOCTW, NPUHALNEXMUT MOBTOPAOLLAACSH
nocnefoBarefibHOCTb M3 372 nap HYKNeoTUAOB, SIOKanM3oBaHHasA BO
MHOTMX paioHax MCKIYNTENbHO A-XPOMOCOMbI AP030QPUAbI, a Tak-
H- MPOCTble MOHO- W AWHYKNeoTUAHble noBTopbl Tuna AC/GT, 06-
MUT KOSIMYECTBO KOTOPbIX B OANUHOYHOW X-XPOMOCOME MOYTU TOYHO B
[Ha pa3a 60/iblie, Yem B t0OOK M3 ayTocoM. VIMEKTCs HEKOTopble B
MaHHble B MOJIb3y TOr0, YTO UHOrLa MOXET UMeTb MEeCTO U KOMMeHca-
Uns f03bl TEHOB B ayTOCOMax. Tak, y TPUCOMUKOB MO HEKOTOPbIM ayTo-
1 OMaM 4po30d UMbl aKTUBHOCTb PALa FEHOB U MHTEHCUBHOCTL CUHTE3a
I’ll K Takve e, Kak y Aunionaos.

O depeHymanbHaa akKTMBHOCTb FOMOMOFMYHbIX reHoB. OAHUM U3
| neyMuyecknx BapnaHToOB TPAHCKPUMLUOHHON pPerynsayum akTUBHO-
MLl reHOB ABMAeTCA guddepeHLmanbHas ak TUBHOCTb FOMOIOTMYHBIX /10-
M'C OB XPOMOCOM, BbIfiBfieHHas npy 06pa3oBaHUN reTepoMopdHbIX My-
dos (PAalOHOB MHTEHCUBHOWN TPAHCKPUNLMUN B MOJMTEHHbLIX XPOMOCO-
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Pnc.3.18. CuHTe3s PHK B retepomop-
(HbIX Nydax (MoMeyeHbl CTpenKamu) no-
NINTEHHOI XPOMOCOMbI IMYUHKN KOMapa,
MeTop paguoasTorpadum

Max) y gposounbl (puc. 3.18). 3T1a auddepeHymnanbHas aKTUBHOCTb
perucTpupyeTcs Ha OCHOBe [ABYX KpuTepues: 1) M3MeHeHMA XapakTe-
pa ny{uHra B roMOJIOTMYHBIX NIOKYCax B 3aBUCUMOCTU OT FEHOTUNMU-
yeckoii cpefbl (HanpuMmep, B pasHbIX INHUAX UK B rmbpugax) u 2) pas-
NMYHON CTeneHW reTepomMopHOCTM NY(QOB B OTAENbHbLIX KeTKax opra-
Ha.

B cepuun pabot M.Awb6lopHepa (M.Ashburner) nccnegosaHo nose-
LEHNEe HeCKONbKMX palioHOB XPOMOCOM B pasnnyHbIX NMHMAX Drosophila
melanogaster 1 D.simulans u rnépugax mexagy HuMmu (puc. 3.19). Tak,
ny¢ 64C nmeetca NuWb B IMHUM vgb U HUKOTLa He 06HApY>XMBaeTca
B Apyrux nuHmnax D.melanogaster. B f\ oT ckpewnBaHma Myx TMHUN vgé
C MyXaMu SpYyrux MUHUA MOXHO 06Hapy>XuUTb 06w K, pa3BuTblil 060-
UMW romMosoramm ny® npu cuHancuce romosioros, U retepomopd-
Hblli My — TONbKO Ha romosiore AMHWKM vgé npu acuHancuce. Poc-
cuitckne reHetnku E.B.MonyektoBa U M.B.EBreHbeB 06Hapyxunu
CXOAHYI0 cuTyauuto y rubpugos D.virilis x D.texana.

[ng 06bACHEHMA NOJO6GHbLIX cnyyaeB ALGHOPHEP NPeanoXun cne-
aywouwyto runotesy (cm.puc. 3.19). OH fonyckaeT, UTO UMeeTCs perynsa-
TOPHbIN TEH, CTUMYUPYIOLLNIA CMEXHYIO 30HY K JOPMUPOBAHUIO My-
(hUnHra, N CTPYKTYPHbIA FeH, NOKaAN30BaHHbIA B 3TOl 30He. B cnyvae
CUHancuca MPoAyKT PerynaTopHOro reHa TpaHcnopTMpyeTcs BO BTO-
PO FOMOMOT, NULLEHHbI CNOCOBHOCTU K hopMUpOBaHUMIO nyda Bcnes-
CTBME MyTauuwm reHa-perynatopa. Takum o6pa3oM MpPOUCXOAMUT KOp-
pekuus nyduHra. MNpu acnHancuce perynsTopHbIl NPOAYKT He JOCTH-

raeT romosiora ¢ MHaKTMBUPOBaAH-
HbIM NY(OM, KOPPeKLUN NYPUH-
ra He NPOUCXOAMUT.

Hanb6onbwnin nHTepec npea-
CTaB/IfeT aCUHXPOHHOCTb B iUHa-

Puc. 3.19. 'mnoTesa, obbAcHAWOLW,as
3aBUCUMOCTb NyuHra oT cMmHancuca y
D.melanogaster, FeTepPO3NUTOTHbIX MO reHy-
perynatopy R(R'/R ) (no: Ashburner,
1970)

A — TOMOJOrN KOHBIOTUPYIOT U CUrHan ot
reHa, perynvpyioLlero akTMBHOCTb nyda, cnoco-
6eH aKTMBMPOBaTbL 06a POANTENLCKUX annens. b —
rOMO/IOTM He KOHBIOTUPYIOT, U 3TOT CUTHAN aKTu-
BMPYET TOMbKO CTPYKTYPHBbIN reH B NoNoXeHUM
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ymnke OPMUPOBAHNA TOMONOTMYHBLIX My(oB. MprMepoM MOXET cny-
| nTb NoBefeHne yyacTka 63E y apo3ounsl. D.melanogaster u D.simulans
umMetoT Ny B 3T0M 06nactu, HO y D.simulans oH MeHblie. B rubpuge
I) melanogaster x D.simulans npu cuHancuce romosoros ny® cum-
MeTpUYeH, Npu acuHancuce oH GOpMUPYETCA CHavyana Ha XpoMocoMme
>melanogaster, 3aTem Ha Xpomocome D.simulans, npnyem coxpaHser-
=y ABTOHOMHOCTb B pa3mepax nyoB. ACUHXPOHHOCTb pefyKLUNN romo-
MIMYHbIX NY(HOB Npu npekpaweHUn (YHKLWOHUPOBAHUA KNeToK
| TOHHOW ene3bl onucaHa y raaioBoil MyLUKH.

B page cnyyaeB o6Hapy>KeHa gngdepeHumanbHas akTUBHOCTb opra-
Ha LUTopa fApbIlKa — paiioHa XpPOMOCOMbI, e 0Kann30BaHbl FeHbl,
gupyowmne pubocomHyto PHK (pPHK) n akTMBHO ee CUHTE3upy-
towme. Xopowo m3BecTHO euwe ¢ 30-x rogos XX B., YTO y OpraHM3mMoB
| ogHOI Napoi A4PbILKOO6Pa3yLWMX XPOMOCOM B AUNNOUAHBIX A4-
pax 6biBaeT fBa A4PbILIKA HEOAWHAKOBOW BeAUYMHbI. B npegenax oa-
Hoil TKAHW MOXHO BCTPETUTb BCE MPOMEXYTOUHblEe COCTOSAAHWUA OT 0f-
Horo OOMBLIOrO M APYrOoro OYeHb ManeHbKOro AApbilKa A0 ABYX A4-
pbILIEK O4MHAaKOBOM BeNnUYMHbI. [10-BUAgUMOMY, 06pa3oBaHue pasHblixX
no pasMepam fApPbllLIeK NPOUCXOAUT BCeACTBME ACMHXPOHHOCTMU ak-
HTaLuW AAPbILKOBLIX OPraH1M3aTopoB B NpoLecce KOHAeHcaLum npo-
MYKNeonsapHOro martepuana B Teno@ase, TakK Kak YXe B 3TO BpeMms
06HApPY>KMBAKOTCA pasInyns B BENMUYUHE (DOPMUPYIOLLUXCA AL4PbILLEK.

DEeHOMEH anienbHOro UCKIYEeHUss — KpanHuii cnyyaii guddepeH-
UMa/IbHOM aKTMBHOCTU TFOMOMOTMYHbIX NI0KYcOB. Elle ogHUM crnydaem
andhdepeHynanbHON akTUBHOCTM (DMOSIOTMYHBIX TEHOB ABAAeTCS (he-
HOMEH, OMUCaHHbIA NpW U3ydyeHUn audhepeHLUPOBKA UMMYHOKOM-
Me reHTHON TKaHW W U3BECTHbIN N0 Ha3BAHWEM anneflbHoe UCKTHUEHME.
» 0T (heHOMEH MMeeT MeCTO MpW CUMHTe3e MMMyHOrnobynumHos (UT).
leHbl, KOHTPONUPYIOLWME 3TOT CUHTE3, NOKaNN30BaHbl B ayTOCOMAX U
|WNATCa KOGOMUHAHTHLIMW, MOCKOJIbKY Y FeTepo3nroT NpucyTCTBY-
KQ npogykThl (ann0TuMbl) 060MX POAUTENLCKUX anneneit. OfHaKO KaX-
il.iH 3penas nnasmaTnyeckas KneTka y reTeposuroT cneyuanmsnpyetcs
H/i CMHTE3e NULb OAHOr0 U3 ABYX annoTUNoB Kak nerkmx (L), Tak u
wxxenbix (H) uenein NI (cTpykTypa MOAeKyabl MMMYHOTr106ynmHa
npeactasneHa Ha puc. 3.20). BTopoit annotnn MOXeT NpoAyunpoBaTh-
Qi nuwb B 4PYron KneTke.

MpsMble fOKa3aTeNbCTBa aNfIeIbHOr0 UCKIOUYEHNS Bbln nonyuve-
Hbl METOAOM UMMYHOMyopecLeHUnn. Ecnm NoMeTUTbL aHTUCLIBOPOT-
M K pasHbIM anfoTunam pasHOLBETHbIMU (JIyOopoXpoMamu, TO Mpu
MUKPOCKOMUYECKOM aHanu3e nonynauuum nnasmMmaTUyecKux KeTok,
| utesmpyrowmux UM, MOXHO BMAETb MONYNALUK U3 ABYX TUMOB Kfe-
VK, OKpalleHHbIX No pasHomy. OTcloda crefyeT BbiBOL O cneyunanu-
>HINM KaXAol KNeTKM Ha CMHTE3e TO/bKO OAHOrO0 annoTuna us Apyx,
mi 4TO reTepo3NroTHOCTb B JaHHOM Cfyyae NPOABAAETCH HE Ha Kne-
tounom (Tam OAWH W3 TEHOB ABMAETCA AOMUHAHTHbLIM), @ HA TKAaHEBOM
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Puc. 3.20. Cxema CTpOeHNA MONEKYNbl UMMYHOr106ynnHa

ypoBHe. B Lenom o6a Tmna KneTtok 00bl4HO pacnpeaeneHbl CAy4vanHo, HO
nmeroTcs obnactu, rae O4UH M3 HUX NpeobnagaeT.

KakoB MOIEKYNAPHO-TEHETUYECKUI MEXaHU3M annesibHOro NCKK-
yeHuns? OH 6bin BbisiB/eH B 70-e rogbl XX B. B nabopatopumn Hobenes-
ckoro naypeata C.ToHeraBbl (S.Tonegawa). Oka3anocb, YTo B Xofe Ang-
(hepeHUMpoBKM B-numpoumnTta, — KIeTKKU, KOTOpas NOCTENeHHO npe-
BpalLaeTcad B NAasmMaTUYecKyl KNeTKY, CUHTE3UPYHLW Y U CEKpeTu-
pytouwyw WUIM, nponcxoant nepecTtpoika (cnnaicuHr) reHoB Nerknx u
TSKeNbIX Lenei, B pe3ynbTtaTte KOTOPO OHU CTAHOBATCA CMOCOGHbLIMU
K TpaHcKpunuuu. MepecTpoiika NPOUCXOAUT TONbKO B O4HOW U3 ABYX
rOMOMIOTMYHBIX XPOMOCOM. B 0gHMX KneTKax OHa 3aTparmBaeT OTLOBC-
KY XpOMOCOMY, B pYTMX — MaTepnHCKY. COOTBETCTBEHHO B OJHOIA
M3 KNeTOK Kak Obl “chopmmpyetcs” (hYHKLMOHaNbHO aKTUBHbIA OT-
LLOBCKWIA TeH, B APYroili — maTepuHCKWUA. PaccmoTpum 3Ty cobbiTus
Ha npuMmepe QOPMUPOBaHUA FeHOB nerkux ueneii L.

VcxogHas opraHusaums reHa

10-12» KO3 nap
OCHOBaHMWIA

OpraHusauusa reHa B i-nuMmdouyunTax,
npoAyuupyoLmnx aHtutena us vV, ; u

A V2 V3 V4 5 V,.7J4 J5 C

Puc. 3.21. MepecTpolika reHoB Nerknx Lenein B xoae pasBuTus B-numdpounToB.

[0 CTUMYNAUMN aHTUTEHOM OAWH M3 300 MM 6ONbLIEro ymcna V-CerMeHTOB reHa o6beduHseTcs C
OAHWM U3 NATU J-CErMEHTOB reHa U C6IMXKAaeTcs C KOHCTAHTHbIM (C) CErMeHTOM reHa
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[eHbl 414 Nerkux u TsHxenbix uenein UM pasgeneHsl B aMM@oumtax
W1 CerMeHTbl. [eHbl NErkmx Leneii CoCTOAT U3 Tpex CerMeHToB (puc.
171). MepBbli CermMeHT reHa KogupyeTt BapuabenbHyt (V) obnacTb
'MTKOV uenn. OHa cogepXuT okono 300 pasnuyHbIX nocnefoBaTesb-
HOCTeR, KOANPYHLWMX nepBble 97 aMUHOKMCIOT IEFKOA Lenn aHTuTe-
ii BTopoii cermeHT — J-061acTb — COCTOUT M3 YeTbIPeX-NATN BO3-
MOXHbIX MocnefgoBaTensHocTen AHK ana nocnegHux 15—17 ocrat-
MT BapuabeNnbHOW 4acTu NErkoi uenu aHTuTena. TpeTwuid CermeHT
HUepMUHUpPYeT NocToAHHY (C) obnacTb nerkoi uenu. B xoge gnd-
thepeHuMpoBKM B-numdouynta ogHa n3 TpexcoT V-obnacTteil n ogHa
n: NaTn J-obnacTteli KOMBMHMPYKOTCA 4PYr C APYTOM U 06pa3yloT Ba-
pvabenbHyo YacTb reHa aHTUTena. 3TO LOCTUraeTCcA MepemeLLeHnem
nocnegoBaTenbHOCTM V-00nacTy K mocnefoBaTenbHOCTH J-06nacTn —
MepecTpPOoiiKo, KOTOpas COMPOBOXAAETCH AIMMMUHALMEA MPOMEXYTOY-
Hoii AHK. Mo Takomy e npuHuuny “opmMumpyroTca” N reHbl TAXe-
[IlIX uenei.

Takum 06pa3om, OOLIMPHbLIA (haKTUYeCKUii maTepuan CBUAeTeNb-
CLUYeT 0 peanbHOCTU AudipepeHLnanLHOr0 NoAaBneHNst TPaHCKpUNUUn B
OAHOM M3 FOMOJIOTMYHCBIX JIOKYCOB ( U Aa>Xe OAHOWN 13 TOMONIOTUYHbIX XPO-
MOCOM W/ LIefIOT0 0T LLOBCKOrO FEHOMA).

MoaBoAsA MTOT, MOXHO 3aK/OUNTb, YTO BO3MOXKEH MO CyTW fena
BECb MbIC/IMMbIA CMEKTP PasNUUHbIX COCTOSHUA POAUTENbCKUX anne-
neid, HauMHas 0T MOMHOM MHAKTMBALMM OfHOMO U3 HUX U KOHYas paB-
HO aKTWBHOCTbIO 060MX. B OHLLLOreHe3e Mbl TaK>Ke BCTpeyaeMcs ¢
PasNNYHLIMK BPEMEHHbIMW NOKa3aTeNsMy BKIOUYEHUs! 0T LOBCKMX 1 Ma-
TEPUHCKMX TeHOB — OT aCWHXPOHHOr0 [0 OAHOBPEMEHHOro. He uc-
K/loUeHa BO3MOXKHOCTb TOr0, YTO B 9BO/IOLMOHHOM acnekTe acuHX-
/IOHHOCTb BK/THOUEHWSI TOMOMIOTUYHbIX TOKYCOB 1 GMI0KOB 3T UX TOKYCOB
B X0[le MHAMBMAYAIbHOTO Pa3BUTUSA SABNSIETCA NEPBbIM 3TarnoM Ha nyTu
K TO/IHOM MHaKTMWBaLUUM OOHOr0 U3 HMX (MyTeM MporpeccupyioLLero
0TCTaBaHMsl MO BPEMEHU BK/OUYEHUs B (DyHKLMIO). BO3MO>KHO, 3TO
sIBNleHMe PacrnpocTpaHaeTCca KakK Ha MofoBble XPOMOCOMbI, TaK 1 Ha
ayTOoCOMbl.

Amnandurkauma u MarHngurkauus reHos. CBOeo6pasHbIMM BapuaH-
|[AMU perynauum akTUBHOCTU FeHOB, MHOTOKPATHO YCWUMBAKOLIUMU
(h/IHEKPUMLUIO HEKOTOPbIX KOHKPETHbIX TEHOB, ABNAETCA YMHOXe-
HVe reHeTUYecKoro martepuana, NpPosBAAOLEecs B amnavdukauum u
MarHugukalmm.

Amnnudukaumns 3aknovaeTcd B TOM, 4T0 yyacTku AHK, koTopbim
MOANE>XKNT CUHTeEe3MpoBaThb 6Gonblive KonmyecTBa PHK, MHOrokpaTHO
KonupytloTca (amnanguumpyroTcesa). B kauecTse Hambonee gemMoHCTpa-
INBHOrO NpMMepa MOXHO MPUBECTU CUHTE3 JOMNONHUTENBLHOIO KONMN-
yectBa pnbocomHon AHK (pAHK) B ooymTtax amuéuii. C nomouybto
MONEKYNApHO rmbpmgmsaulll'66rno nokasaHo, 4to usbbiTok AHK B
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ooumTtax Bufo 06bACHAETCA NOSBEHNEM 3KCTPa-KONUIA A4PbILIKOBOrO
opraHusaTopa. 3TW 00LUTbI cofepXaT HEOObIKHOBEHHO 60/bLIOE KO-
nnyecteo pAHK. WN36biToyHas pAHK nmeeT 3KCTpa-XpOMOCOMHYHO
NoKanusauui B BUAE MHOTOYUC/IEHHbIX AAPbIWEK BHYTPU a4pa 00U M-
Ta. bonbWMHCTBO A06aBOYHbIX Konuii pAHK cywecTByeT B BUAe KO-
ney,. Y Xenopus un Bufo cnHTe3 atoii A HK nponcxoanT B Xoge meinosa,
B TEYEHWE MaXUTEHHON cTaguun. Aapa Ha CTafuu NenToTeHbl cogepxar
OAHO A4PBILKO, Ha CTafuWU MaxXWUTeHbl HAYMHAKT NOABAATLCA LOMOI-
HUTeNbHble A4PbIWKN, KOMIMYECTBO KOTOPbIX 0COOGEHHO ObICTPO BO3-
pacTaeT Ha paHHel gunnoTeHe n yesennumsaetcs go 1000. Bbiio noa-
CUYMTAHO, YTO B NpoLecce amnanpuKaLum KoamyecTBo KONUiA AAPbILL -
KOBOro opraHusaropa Bo3pacTaet o 2500—5000. MeTogom ruépuam-
3alUMKn Ha LUTOMOrMYeCcKnxX npenaparax yfganocb nokasatb, 4to 20—40
Konuii amnamduumpoBaHHoi AHK npucyTCTBYIOT yXe Ha cTajuu
npemMenoTMYecKon nHTepgass.l.

Cneyundunyeckad amnanpukayms pAHK 6bina npogemMoHCTpUpo-
BaHa He TOMbKO Yy aM(nbuil, HO TakKxe y pblbbl Roccus, y XykKa
Colembetes, cBepuka v paga gpyrnx >XMBoTHbIX. B o4eHb pefknx cnyya-
AX 06HapyxeHa amMnAM@uKaums YHUKanbHbIX NOC/ef0BaTeNbHOCTEN
OHK, kogupylowmx TOT UAnm WHOW 6enok. Tak, B KynbType TKaHW
HabnogaeTcs aMnangrKaumnsa reHa, KOAUPYHOLWEro rMNOKCaHTUH(OC-
thopubosunTpaHcpepasy. AMNANPULUPYIOTCA HEKOTOPbIE TeHbl APO-
30Qubl, NpU 3TOM OBHAPYXXeHbl JaXe PeryniaTopHble nocnesoBaTesb-
HOCTU, OT KOTOPbIX 3aBUCMT amnaudukauyus. HaingeH, Hanpumep,
yyactok AHK, KoTOpblii MHAYuupyeT amnandukaunio B HOAAUKY-
NAPHBIX KNeTKax Knactepa u3 Tpex reHoB, pacnonoXeHHbIX B 3-i xpo-
MOCOMe U Kogupyowux 6enkm 060104KKM 3apojbilua — XopuoHa. Pe-
rynupytowmnin ahekT okasbiBaet rekcamep TCACGT, HalijeHHbI BO
BCEX TPEX reHax B NonoXxeHun 23—27 Hykneotuga ot TATA-60kca. Bo
(hnaHkupytowed reHbl ¢ 3-KOHLA MOCNef0BaTe/IbHOCTU BbISB/IEHbI
nannuHAPOMbl U KOPOTKWe obpalieHHble NOBTOPbI, KOTOPble NeXaT B
06nacTaX ¢ Heo6bl4aiHO BbICOKUM COAEpPXXaHMEM afeHWMHAa N TUMUHA.

3T1oro He Habnwgaetcs, OfHAKO, B Clly4ae UHTEHCMBHOIO CUHTe-
3a onpegeneHHoro snga MPHK B WwWenkooTaennTensHOM xenese wen-
konpsaga BoTbyx mori, rae obpasyercs okono 300 MKF prOPOMHOBOIO
6enka B nocnefHune 4 [HA NATOro NMYMHOYHOTO Bo3pacTa. Kaxpas ru-
raHTckaa nonunaoumpgHas kKnetka cogepxut okono 0,2 r JHK, 13 Ko-
Topoit 0,022% koaupytoT hmnbponHoByto MPHK. MockonbKy Ha ran-
NnounaHbI Habop npuxogmTtca 1—3 reHa, KOAUPYHOLMX MOCNELHIOHN,
ato cooTBeTcTBYeT 106. [NepBoHavYanbHO Npeanonaranochb, 4To U B 3TOM
cnyvyae aMmnav@ukauma morna 6l MMeTb MECTO, HO B MOC/efYIOLWeM
BbIACHMIOCb, Y4TO runepnpogykuus pubpomnHosoin MPHK npowucxo-
[OWT 3a CYET BbICOKON cTeneHu obwein nonunnongnsaumn. ®népounHo-
BbliAi )K€ TeH MPUCYTCTBYET B OAHOW KOMUM Ha ranjougHblii TEHOM.
TOYHO TaK e B 60NbLINHCTBE KNETOK, NPOAYLMPYIOLWUX TOT UAN UHON
6€e/10K B OFTPOMHbIX KOMIMYECTBax, PeHOMEH aMnanpukaLmum He obHa-
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PYXCH (KeTKW, CUHTE3UpytoLmne rnobuHbl, UMMYHOTN06YNNHbI, KpU-
| IMUNUHBI, 0BanbOYMUH), TaK 4TO aMnanpukauus B PYHKLUOHUPO-
MWW reHoma, Mo-BMAMMOMY, AB/ISIETCA CKOPEe WUCK/OYEHUEM, YeM
npasuIoM.

CTo/b XXe pefiKko BCTPEYAETCA M CXO4HAsA C aMNanpurKaLmnen mariu-
dmKaums — gUcnponopunoHanbHas penaMkauma punoocomHoi AHK
|[>OHK) apo3odunbl, KoTopas 06YCNOBMMBAET PEBEPCUID K LUKOMY
nwy MyTaHTOB bobbed. MyTaHTbl XapakTepusylTcsi yTpaToil 4acTu
pUBOCOMHbLIX FeHOB, YTO NPOABAAETCA (DEHOTUMUYECKN B YMEHbLUe-
HUW OJIMHBI U TONWWHBI WEeTUHOK, UCTOHYEHUU XUTUHOBOIO NOKPOBA
N CHMXXeHUn ckopocTu pocTa. ®.Putocca (F.Ritossa) npefnoxun cne-
OyIOWNA MexaHU3M MarHugukaumm:

e MarHu@ukauuns HauMHaeTcd y camuoB (HO He Y CaMOK), KOTOpble
nmerT peHoTun bobbed’,

* nepsBad CTajgusa rnpouecca npoTekaet y Takux bobbed-nHansungyy-
MOB W 3aK/MKu4aeTcs B CMHTEe3e akcTpakonuini pAHK, 4uTo He npo-
ABNAeTCA (DEHOTUMUYECKM B NepBOM MokKoneHun (premagnification);

* B MOTOMCTBE 3TUX CaMLOB OMWUCaHHble MOMEKYNAPHble CO6bITUA
Haxo4AT BblpaXKeHWe B PEHOTUNNYECKOM 3(h(heKTe; npegnonaraeT-
cq, 4To 3kcTpakonuu pAHK, cuHTesMpoBaHHble Ha premagnifi-
cation-cTaguu, UHTErpupyoTCA B XPOMOCOMbI KNETOK 3apoAblLue-
BON NUHUK;

* 3()heKTMBHOCTb NpoLecca BapbupyeT 0T 613K0ro K 100% A0 MHO-
r0 MEHbLUUX BENYUH;

e MarHugukaunsa pAHK MoXeT>«poomkaTbCa B CNeayrowmx reHe-
paunax.

K.Taptod (K.Tartof) npeacTtaBun faHHble, MO3BONAIOLIME Mpea-
nonaraTb BO3MOXHOCTb MPOUCXOXAEHUA MarHudukauum 6narogaps
HepaBHOMY 06MeHY CeCTPUHCKUX MUTOTUYECKUX XpomaTug. B nocnepy-
toLLeM ero npeacTaBneHns Oblnn NoATBEPXKAEHbI. Bno6om cnyyae aToT
(heHOMEH oTpaXkaeTcd Ha TEYEHUN UHAUBUAYANbHOMO Pa3BUTUA U Kne-
louHoit gudhhepeHLMPOBKM B CBA3M C HEAOCTATOUYHOCTbIO KONMYeCTBa
prboCoM y COOTBETCTBYIOLLMX MYTaHTOB.

AvMyHYyLmMA xpomaTtuHa. OTUM TEPMUHOM B UHAUBUAYaNbHOM pas-
MWUTUU Ha3blBAKOT ABJIEHWE, MPOTUBOMONOXHOE YMHOXEHUIO TeHETU-
YecKoro martepuana.

Y ackapufbl, B 4aCTHOCTMW, 3MroTa COLEp>XMUT ABE XPOMOCOMbI. B
KaXXA0M N3 HUX UMeeTCA TOHKUIM LEeHTPOMEPHbIN W YTONLWEHHbIE KOH-
LeBble paiioHbl. T. BoBepu (Th.Boveri) ewe B 1887 r. onucan pa3nnums
M NOBefeHNN XPOMOCOM OyayuwiMxX COMATUUYECKUX W MOMOBbIX KEeTOK
ackapufbl B npoLiecce pasBuUTUA. Y>Ke BO BpeMs BTOPOro AejieHnsa a4po6-
NeHns B TOW KNeTKe, KOTOpas AacT Hayano comMaTMyeckomy “nytu”,
YTONWEHHbIE KOHLbI XPOMOCOM “OTpbIBAOTCA” OT CpeAHel yactu w,
He MMes LEeHTpOoMep, OCTalTCA B paiioHe 3KBaTOopa MUTOTUYECKOTO
BEPeTeHa, rae W JAereHepupyroT. ITO ABMeHWE YTpaTbl 3HAYUTENbHOW
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Puc. 3.22. AvumnHyuna xpomaTtuHa y Cyclops
kolensis (no: Akudbes, puwaHuH, Bpoackuid,
1993).

1— KneTKa 3apofblLLeBOro MyTW, B KOTOPOI He Mpo-
wna AMMUHYLNA XpomaTuHa (aHadasa); 2 — aHadasa B
NOCTAUMUHYLMOHHOI KneTke comaTMyeckoro nytn. Ok-
pyrnble rpaHynbl cofepxaT 3aNMMUHUPOBaHHY AHK;
3amMeTHa 6onblias pasHMLa B pasMepax XpOMOCOM Kie-
TOK 1u 2; B npouecce AUMUHYLUN XpOMaTUHA U3 XPO-
MOCOM AaHHOTO0 BMfa COMATUYECKNX KNEeTOK Bbipe3aeTcs
94% AHK! OcTaBwunxcs 6% [0CTaTOMHO ANA HOpMUPO-
BaHWS BCeX TKaHell Luknona

4yacTM HacneACTBEHHOro MaTepuana B COMaTUYECKMUX KfeTkax bosepu
N Ha3Ban AUMUHYyUMER XxpomaTwuHa. B KneTkax “3apofbilieBoro” nyTtu
XPOMOCOMbI COXPaHAKT CBOK LLENOCTHOCTL, YeM 0b6ecneymnsaeTcs npe-
€MCTBEHHOCTb B Mepejaye HacneACTBEHHOW UHGOpMaLuUn OT poguTe-
neil noToMkKam (cM. Takxe rn. 1). A.BeiicMaH Mcnonb3oBan 3TW faHHble
Ans 060CHOBAaHWUS LIMPOKO M3BECTHOM Teopuu 3apoAbILLIEBOro MyTH,
COrnacHoO KOTOpoi 6yayuime MONOBble KNEeTKW Ha camOi paHHeil cTa-
AUN Pa3BUTUA BbIUIEHAIOTCA B HEKMIA CAMOCTOATE/IbHbIA NyTb U B OT-
nMune oT ByJyWwMX COMATUYECKUX K/ETOK COXPaHAT B LEnoCTu U
HEM3MEHHOM BWAE CBOW reHeTMYeCKWii maTepuan, B TO Bpems Kak
pa3Hble COMATUYECKME KI/IeTKM TepAloT pasHble 061acTy HAcnefCcTBEH-
HbIX 3a[aTKOB, BC/IeCTBME YEr0 Pa3BMBAKOTCA B Pa3HbIX HanpasBAeHUAX.

AnumuHupyemas HK cogepXunT 601bwI0e KOAMYECTBO MOBTOPS-
oW KUXCcA nocnegosatensHocTeil. Hanpumep, y nowaanHoin ackapupibl
Parascaris equorum K/IeTKW 3apOAbILLIEeBOro Nyt cofep>kaT fBa NEerkmx
catefninTa, KOTOpble BMECTe COCTaBAAKT OKofo 85% AHK 3urothl.
OVMUHYLUNA UMEHHO 3TUX CaTeNIMTOB U HabnoJaeTcd B comaTuyec-
KUX KfeTkax. B uenom B xofe AuMuUHyLnun ypansetcsd okoso 90% caren-
AnTHOW AHK, npucyTcTBylOLLEl B K/IeTKax 3apofblllieBoro nytu. Mpu
3TOM N0 KpaliHeli Mepe KpymnHble 610k pnbocomHoin 18S n 28S AHK
He yganatotcs. 1o HeKOTOPbIM OL,eHKaM COOTHOLEHME MOBTOPEHHHbIX
M YHUKaNnbHbIX MociefoBaTesbHOCTeR B anumuHupyemoinn AHK co-
ctaBndet 1.1

B pesynbTate anMMuMHaUumM XpoMaTuHa 06pa3yoTca comaTuyeckue
a4pa, B Kotopbix 90% AHK yHuKanbHbl © noytu 10% MNOBTOPEHLI.
MpumepHo 0,01—0,05% AHK cocTaBnaloT BbICOKOMOBTOPSALLMECH
nocnefosaTtefnibHOCTU. ocne yganeHns KOHLEBbIX reTepoXpomMaTuHo-
BbIX (DParMeHTOB XPOMOCOM Ha HUX POPMUPYIOTCA HOBble Te/IOMepbl
(nosTop TTAGGCQ).

Ackapupa He SBNAeTCA YHUKaNbHbIM OpPraHnu3MoM, y KOTOpOro 06-
HapyXeHa OWMWHYLWSA, CXOA4HbI (PEHOMEH BbIABMEH Yy HECKOAbKUX
BMAOB LMKNOMNOB (puc. 3.22), npu 3TOM B COMaTUYECKUX KreTkax yaa-
naetca 65—75% AHK. Konnyectso JHK B 3apofblLlleBbiX KneTkax npu-
MEPHO B 2 pa3a Bbllle, YeM B COMaTUYECKUX KfeTkax. Cpean 4BYKpPbI-
NbIX HaceKoMbIX (y rasinoBoil Myxu, Hanpumep) omnucaHa cBoeo6pas-
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MHY (pOopMa AMMUHYLUN XpOMaTUHa, Korja yaanstoTcs Lefble XpoMo-
| OMBbl.

Poccuiickne reHetnkn A.M.Akndbes n A.K.puwaHuH cunTaoT,
0 MpoLUecc AUMWHYLMN XPOMATMHA BO3HWKAET B XO4e 3BOOLUK
Mog BAMAHMEM €4MHUYHOM MyTauuu, geiicTBMe KOTOPON 3ak/itovaeT-
*V HaKTUBaUUN epMeHTa AUMUHYLUN.

PcTecTBEHHO, YTO TaKOro poja ABNEHWUS WUrpalT CYLEeCTBEHHYIO
IMHW, B onpejeneHnn ypoBHa 1 AN (EPEHLNANbHOI0 XapakTepa TpaHce-
KPUNLUOHHO aKTUBHOCTH.

3HauyeHne NOABMKHbLIX FreHeTUYECKMX 31eMeHToB. Ha ypoBeHb TpaHc-
| pLW I MOHHON aKTUBHOCTW BAMAET TakKXe BHeLPEHME MOABMXKHBIX re-
HeTuuecknx 3nemeHToB (MIF3). Tak, akcnpeccua reHa yellow (y) y
Dmelanogaster KOHTpOIMPYeTCs cepueit TkaHecneLnPUUeCKNX aHXaH-
| epOB, NOKanM30BaHHbLIX B 5'~06nacT U B MHTPOHE reHa. MHcepuus
Mra gypsy B annenb y2Ha pacctosHum 700 nap OCHOBaHW OT cTapTa
[[>aHcKpunumn Bbi3biBAeT 3PMEKT NPOCTPAHCTBEHHOIO OrpaHnYeHus
(hpeHOTUNA: MyTaHTHas TKaHb OGHapYXMBaeTCs B TexX CTPYKTypax, Ko-
IOpble KOHTPONMPYIOTCA 3HXAHCEepaMu, PacrofioXXeHHbIMK upstream
or caiita uHcepuum M3, HO Te CTPYKTYPbI, YbW IHXAHCEPbI NOKaIU-
[ytoTcsa downstream OT caiiTa MHCEPLMMW, MUTMEHTMPOBAHbI HOPMasb-
HO. OTOT ahPeKT MOXET 6biTb BOCMPOM3BELEH W MPU UHCEPLUUN B TY
+C caMyto 06nacTb (hparmeHTa gypsy AnnHoin 430 nap OCHOBaHWiA, co-
nepxawero 061acTb, CBA3bIBalOWY 6eN0K, KOAUPYEMbIi FeHOM
\upressor of Hairy-wing [su(Hw)J v npuvHagnexawuin K TpaHCKpunuyu-
OHHbIM perynaTopaMm Tuna 6enKoB ¢ “UUHKOBbIMU Manbuamn” (“zink
linger protein™). Mpegnonaraetca?*™ npucytcTere su(Hw) TOpMO3UT
JelicTBMe TeX TKaHecneLunPUUYeCKNX IHXAHCEPOB, KOTOPbIe 0Kann30-
MaHbl 60nee AUCTaNibHO OT -CBf3blBaOLLE 061acT OTHOCK-
rC/IbHO MPOMOTOPA.

MoCTTPaHCKPUMLUNOHHbIN YPOBEHb

MepBbiM 3Tanom 3TOr0 YPOBHSA perynsauuun fBnseTcs co3peBaHue
MPHK, ee npoueccuHr, ocyL,ecTBASEMbIA NOCPEACTBOM ChlaiicuHra. B
npoueccuHre, NnoMmMo npo-mPHK y4yacTBYIOT COOTBETCTBYIOLW ME (hep-
MeHTbl (pecTpuKTasbl, MeTWNasbl, (PepMEHTbI NOAMafeHUNPOBAHNSA
H “K3aNMpoBaHuA”), a TakXe Tak HasbiBaeMble UHHOPMODEepPHbIe Ben-
Kn, obpasywuwmne agepHble puboHykeonpoTengHole (PHIM) komn-
nekcbl (agepHble MHGpOPMOCOMBI), onucaHHble [.M.Meopruesbim
(pnc.3.23) n O.M.CamapitHoiil BenkoBbIii cocTaB MHopModgep Aoc-
MTOYHO CNOXeH; 6onee 60% cocTaBnAT 6efku, XapakTepusyroLme-
CA BbLICOKMM COfepXXaHWem ravumHa v aHanora apruHumHa. OT 3Tux
6e/KoB 3aBUCUT ynakoska PHIM-yactuu,.

Ha BTopom aTane “3penas” MPHK cTabunmnsmpyeTca. M3bupartesb-
Has cTabwnusauma Takoih MPHK, Bbixog ee M3 nyna reTeporeHHou
naepHoi PHK BkntoyaeT npucoegnHeHne nonm-A-pparmeHToB (no-
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Puc. 3.23. Teopruii MaBnoBu4 [eopruem,
OfVH 13 KNacCMKOB MOJIEKYNAPHOU reHeTu-
KW, CTOABLUMI Y MCTOKOB 3TOl Hayku. Akage-
MUK PAH. JlaypeaT FocyfapCcTBEHHbIX NpeMuiA,

Mpeanoxun cxemy perynayun akTUBHOCTW TEHOB y
aykapuoT. OAMH M3 NepBOOTKPbIBaTENEN MOABUXHbIX re-
HETUYECKMX 3NEMEHTOB Y p030(UAbI. OTKPbIN UHHOPMO-
thepbl — CTPYKTYpbl, yyacTBylolle B MepeHoce reHeTn-
4yeckol WHGopmauuu n3 agpa B uutonnasmy. Onucan
reHbl, WUrpawoline BaXHYIO pofb B Npoueccax pasBUTUS
onyxonu

nuageHnnuposaHue). OT ANIMHBI NONK-
afleHnnoBoro “xsocra” 3aBMCUT Mpo-
LO/DKUTENbHOCTb XN3HN MPHK u ee
TpaHcnsuum B umTonnasme. Aundde-
peHumnanbHas ctabunbHocTh MPHK
MOXET OblTb OfHUM W3 MEXAHW3MOB
ouhepeHUMPOBKN, NOCKOJbKY pas-
nnynsg B CTabWNbHOCTM MOJEKYN
MPHK oTpaxalTca Ha WHTEHCMBHOCTM CUHTE3a COOTBETCTBYHLLMX
6efiKoB.

Ha TpeTbem sTane MmPHK TpaHcnopTupyeTca U3 aapa B LUTON-
nasmy. Perynaumns cuHTesa 6enka Ha 4aHHOM 3Tane MOXeT NPoABNATb-
csl B 60/IbLLIE MM MeHbLUed 3afepXKe Bbixoga Bcex Bugos MPHK w3
A4pa B umMtonnasmy, B audepeHUManbHON 3aepXXKe BbiIXxo4a OTAeb-
HbiX BugoB MPHK un, HakoHel, B cenekumn PHK, T.e. BbIX04e 0QHUX
Bugos MPHK u gerpagaunm apyrux suaos B agpe. B yactHocTu, rucro-
HoBass MPHK o6GHapy)uBaeTcsa B LLMTOMNAa3Me OYeHb GbICTPO NO cpaB-
HEHUIO C APYrMMU (ppakunamu.

A.-E. 9acTtpem (J.-E.Edstrom) ¢ coTpygHMKamMun BblJeNnN B C/HOH-
HbIX Xenesax XMpoHOMWUJ fABa Twuna reTepogucnepcHon PHK — paH-
HIO0 U no3gHiol. PaHHAaa PHK, pacnonaratouiasca Ha anektpodgope-
rpammax B 30He Mexgy 5S n 18S, oTHOCUTEeNnbHO 6bICTPO (YXKe yepes
30 MUH) mMurpupyeT B uuTonnasmy. [l1o34HAS, BbiCOKOAMCNEPCHAA
(75S) PHK o06HapyxuBaeTcs B uuTonaasme nWb 4yeped 3 yaca nocrne)
BBefeHMA MeTKn. O6e hpakymMmn CywecTBEHHO pasinyarTCcs no ux cra-
6unbHocTM. Ecnn y nepBoii nepnog nony>XU3HU 0KOM0 OAHOTO LHA K
Mo MPOLWECTBUN [BYX LHEl OHa He onpegenseTcs B yutonnasme, TO
BTOpas MUMEET Mepuof MONYXWN3HW HECKONbKO LHENW U MOXeT ObiTb
onpefeneHa B KNeTke faxe uvepes gse Hegenn. OHa ABNAETCH NPOAyK-4
TOM CrleunPrnYecknx paioHOB NOMNTEHHbBIX XPOMOCOM — Konew, banb-
6uaHun, 1 opraHocneynpuyHa, NOCKONbKY BbIABIAETCA TONbKO B C/IHOH-
HbIX >Xene3ax u 0TCYTCTBYET B MafbNUrneBblX COCyAaxX U KulleyHuke. B
6nactoyncTax MbiWK TakKXe HailgeHbl gse nmonynaumm nonu(A)-co-|
pepxawein mPHK: ogHa — ¢ mepuofgoM MOAY>XW3HW OKOMO 7 4acos,
Apyras, “gonroxusyuwas”, — okono 18 yacos. B xofe auddepeHyu-
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[FOHKM NWH3bI Y UbINAAT pas3Hble cybbeAUHULbI KPUCTANNIMHOB CUHTe-
wpytotcd Ha MPHK pasHoli ctabunbHocTH.

Mo-snanmomy, auddepeHumnansHas cTabunbHocTb MPHK Mo>KeT
ObITb OHUM M3 MEXaHMU3MOB ANUD(EPEHLMPOBKU, MOCKObKY pasnuyns B
cTabunbHocTU Monekyn MPHK oTpaXkalTcs Ha MHTEHCUMBHOCTWY CUH-
Te3a COOTBETCTBYOLMNX OENIKOB.

TpaHCASAUMOHHBIA 1 NOCTTPAHCASLUOHHbI YPOBHMU

KoHeuHoe copepXaHue 6eN1KOB AN (PEepMEHTOB B K/IeTKe 3aBUCUT
He TO/IbKO OT PerynauuMy Ha paHee OMWCAHHbLIX YPOBHAX. TpaHCKpuUn-
UMS U MOCTTPAHCKPUMUUOHHbIE COOLITUA KOHTPONUPYIOT COAEpXa-
Hne MPHK B uutonnasme knetku. OfHako KOHeYyHad KOHUeHTpauus
benkos u, cnepoBaTenbHO, YPOBEHb 3KCMPECCUM COOTBETCTBYHOLLUX
CTPYKTYPHbIX TeHOB 3aBUCAT TaKXXe 0T JIOKYCOB, Peryanmpyrowmnx TpaHc-
NAUMOHHBLIE U MOCTTPAHCAALMOHHBIE MPOLEcChI.

Ba)kHyt0 po/fib B MOAAEpXaHUW OnpeaeneHHOR KOHLeHTpauuu Ka-
KOro-nn6o 6enka B K/eTKe Urpaet COOTHOLUEHWE CKOPOCTEW ero CUH-
Tesa W pacnaga. VI3BeCTHbI crneyuanbHble reHbl, KOTOPble KOHTPOJN-
pylOT 3TO COOTHOLIEHWe. Hanpumep, amuHONIeBynMHaTAerngparasa
neyeHn mbiwen nuHun AK (annenb Lv-a) umeeT 60nee BbICOKYH akK-
TBHOCTb, YeM Y Mblleid nuHun C57BL/6 (annenb Lv-b). MeTeposuro-
iblLv-a/Lv-b XxapakTepu3yoTca NPOMeXyTOUYHbIM YPOBHEM aKTUBHO-
CTW (hepMeHTa, NPUYEM aMUHONEBYNMHATAErmgparasa o60ux BUAOB
roOMO3UroT UAEHTMYHA N0 Pa3INYHbIM (HU3NKO-XUMUYECKUM CBOWCTBAM.
MokasaHo, YTO NOKYC Lv (He ABNAACL CTPYKTYPHbIM FeHOM ANA faH-
HOro (hepMeHTa) yBe/M4YMBaAET CKOPOCTb €ro CMHTe3a, He AeCTBYS Ha
CKOpOCTb Aerpagaunun. Takum o6pa3om onpefenserca KOMYecTBO MO-
Nnekyn (epmeHTa B TKaHW W B 3aBUCMMOCTW OT Hero — obuwasa dep-
MEHTaTUBHaA aKTUBHOCTL.

Pa3nnuma B aKTUBHOCTU MEXAY ObICTPbIM U MefNeHHbIM BapuaH-
WMK ankoronbaernaporeHassl y ocobeil Apo3odubl, reTeposnroT-
HbIX MO COOTBETCTBYHOLWEMY CTPYKTYPHOMY TreHy, 06YyC/IOB/MBAKOTCA
pasnumMamMm B CKOPOCTM CUHTEe3a 3TUX [ABYX M30(hepMeHTOB.

C Lpyroil CTOpPOHbl, 3aKOHOMEPHOCTU TPaHCAALUU B 3HAYUTENb-
HOW CTeneHW ONpefenstTCca HEeOAMHAKOBOW aKTMBHOCTbIO aMWHOa-
umn-TPHK-cnHTeTa3 u cooTHOWeHeM Habopa pakunini pasnnyHbIX
thaHcnopTHbIXx PHK (TPHK). CooTHOWeEHMe 3TnX Ppakynin koppenu-
pyeT ¢ aMUHOKUCNIOTHBIM COCTaBOM 6EeNKOB, XapakKTepHbIX ANA AaH-
HOro TuMMa KneTok. B yacTHOCTWU, Takas Koppenauus BbiABNEHa ANd
thaHcnopTHbIX PHK B WIenKooTAenMTeNbHON Xenese Wwenkonpsja, B
PeTUKYNOLMUTAX Pas3IUYHbIX XXMBOTHbIX. OTMeYeHo, 4To Habop TpaHc-
nopTHbIX PHK B HeguthdepeHUMPOBaHHbIX TKaHAX aMPubuii cxofeH,
HTO BPeMA KaK B TKaHAX, AN epeHLMPYIOLMXCA B pasHbIX Hapas/e-
nuax, pasnunyaeTcs.
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Y Xpywaka Mmy4yHoro ( Tenebrio molitor) yaanocb NnpogemMOHCTPUpPO-
BaTb, YTO TOPMOHa/NbHaa pPerynauns MEeHOTUMMUYECKOro BbIpaXeHUs
reHOB, KOHTPONMPYOLWNX CUHTE3 KYTUKYNIAPHOTO 6enka, Takxe ocy-
L ecTBNAeTCA Ha TPaHCAALMOHHOM YpPOBHEe W BKAOYaeT MOABAEHUE
HoBbIX TPHK n akTuBupyowmx mx hepmeHTtos. CtabunbHag MPHK
ONA KYTUKYNAPHbIX OGENKOB CUHTe3npyeTcsd 3apaHee (C onepexkeHwu-
em!), HO He TpaHcAupyeTcs OO MOMeHTa BO34eACTBMA HBEHWU/IBHOIO
ropmMoHa, BbI3blBatoLWlero nsmMeHeHms B coctase TPHK. CyujecTsoBa-
Hue audepeHLUnanbHON TPaAHCAALMNM HEKOTOPbIX TPUNAETOB OTKPbI-
BaeT BO3MOXHOCTb Perynsiuuu KneTouyHoW AncepeHLUPOBKM MNyTeM
CeNeKTUBHOM akTuBaLum uanm nHakTmeaumm ctabunbHbeix MPHK, xpa-
HUMbIX B 3MOpPMOHANbHbIX KneTkax. [pn 3ToM y xpyliaka My4yHOro
BaXHYIO PO/Ib B TPAHCAALWMOHHOM YPOBHE Perynsuum urparwT pasfin-
4yna B akTUBHOCTM neiyun-TPHK-cnHTeTasbl. MokasaHo, 4YTo 3TU pas-
nMunsa 06YCNOBNEHbI CYLLECTBOBAHUEM MHOXECTBEHHbLIX (hopm dep-
MeHTa 3a cYeT KOH(OPMaLVOHHbIX ero npeobpasoBaHuii. na Kaxaoro
KOH(hopMepa xapaKTepeH onpedeneHHbIi YPOBEHb aKTUBHOCTM.

B cucteme tpaHcnopTHoix PHK namuHoauunn-tPHK cuHTeTas npo-
ABNAETCA TaKXe AeliCTBME MHOMOYMUCNEHHbIX FeHOB-MOANKDNKATOPOB.
MpumepoMm TOMY ABNfieTCA (DEHOreHeTUKa MYTAHTOB ApO30¢unbl
Abnormal abdomen — Ay (nokanusauyus — A'-xpomocoma). NepBuu-
Hbll 3th(heKT MyTauum — HapyweHne gudhepeHLMpoBKN ructobnac-
TOB M abAOMUHanbHOW runogepmbl. OQHAKO 3KCNPECCUBHOCTbL U ne-
HEeTPaHTHOCTb MPM3HAKa B 3HAYMNTENIbHOI CTEMeHN 3aBUCAT OT FeHOB-
MOAU(MKATOPOB, NOKaNM30BaHHbIX Kak B A-XPOMOCOME, TaK W B
ayTocomax, M OT BINUAAHWIA cpedbl — BAaXHOCTW, HaceNeHHOCTH, BO3-
pacta KynbTypbl U T.4.

M3BECTHBI TaKXe U MyTauuu, U3MEHAIOLLME CKOPOCTb Aerpajauunm
(hepmeHTa. B yacTHOCTW, Yy Mbllell HalgeH reHeTU4eckuidi gakrtop,
KOHTPONMPYIOLW NI CoepXaHMne KaTanasbl MevyeHu MNyTem perynauuu
CKOpOCTM ee ferpagaunu, Kotopas B neYeHn mblwein nuHum C57BL/Ha
HaMHOrO HWXe, YeM Yy Mbled nuHMin DBA/2 n C57BL/6. B cBA3n ¢
3TUM B NEYEeHW MbllWel MepBOW NMHUM HaKaniauMBaeTcA B TpU pasa
60onblie MoNekyn epmeHTa. VIHTEPeCHO, YTO TOT K& PEerynsaTopHbIN
reHeTu4yecknii hakTop He BAMSAET Ha CKOPOCTb ferpajauuy katanasbl
B MOYKaX MbILLENA.

HekoTopble BUAbl MyTauuid, BAMAIOLWIMX HA TPAHCAALUOHHbIE U
NOCTTPaHCAALWOHHbIE MpoLecchbl, MOFYT UMeTb CYL,eCcCTBEHHOe MOp-
(horeHeTMYECKOe 3HayeHWe. Y akconoTnd, Hanpumep, obHapyxeHa
MyTauusa g, npefoTBpalwarowias y romo3nroT g/g cBA3biBaHWe OLHOrO
13 N30(hepMEeHTOB 3CTepasbl C KNeToOYHbIMM Mem6paHamun. CHavana aTo
co6bITMe He OTpaxaeTca Ha pasBUTMM 3apofblia, OLHAKO Ha 6onee
NO34HUX CTaAMAX HapyLlalTCca NMUITMEHTOreHes, CUCTeEMa KPOBOCHab-
XeHusa, popMupoBaHmne xabepHbIX CTPYKTYp. B KOHeUHOM utore and-
(hepeHUUpYlOLLMeCcs TKAHW UCMbITbIBAKOT PE3KOe KWUCIOPOLHOe rofio-
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Tpu npokonnareHoBbIx
nentuaa

Puc. J.24.Mofenb NOCTTPaHCAALNOHHBIX MOANDUKALNA MONEKYNbl KONnareHa BHyT-
Iy, rpaHynaApHOro sHAOMNAa3MaTUUYecKoro peTUKynyma, a Takxe mnocse cekpeuuu (no:
Alberts et al., 1983)

faHue, 1 3apogbiw norubaet. Moxoxue MyTaumm 06HAPYXeHbl U Y
mi,IHEN. DTO — myTauum nokyca albino (c@ clix, c3, nogasnsawLWne
aKTMBHOCTb TNOK030-6-thochaTaernaporeHassl ¢ CUAbHbIM MAEA0T-
ponHbIM 3hekToM (HapyweHue mopdoreHesa, rmbenb 3apogbllleit).
()kazanocb, 4TO MYTUPOBABLLUWNIA TeH KOHTPOAMPYeT CMHTE3 MeMb6paH-
HbIX 6e1K0B. MemMbpaHbl MyTaHTOB YyTpayMBatOT CNOCOOHOCTb CBA3bI-
narb rnoKo3o-6-gocharaerngporeHasy u TuposnHasy, 4to um obyc-
NOBNMBAET pa3/inyHbie MOPGOreHeTUYECKMEe aHOManum — OTCYTCTBUE
NMUIMeHTO06pa3oBaHNs, HapylWeHWs B pasBUTUM TUMYCA W MOYEK,
HapylleHne pa3mMepoB M (hOPMbl aMeNaHOTUUYECKUX MUTMEeHTHbIX rpa-
HYy/.
MHoroobpasme NOCTTPaAHCAALNUOHHBIX MOAU(UKALMIA Ha NpuMepe
(hOpMMPOBaHMA KONNAreHOBbIX BOMOKOH MPeAcTaBNeHo Ha puc. 3.24.

Takum 06pa3oM, KOMMIEKCHOE BAMSIHME Pa3nymii B CKOPOCTU T paHc-
AAUMKU, a Tak>Ke MOCT TPAHCAAUMOHHBIX COBbLITUIA ((hopMupoBaHmue
MY/Ib T U(hEPMEHTHbIX KOMMIEKCOB, CBS3bIBAHWE C MeMGpaHaMu Uau UH-
rmévTopamu, ferpagauna v T.4.) SBAAeTCS Ba>KHbLIM MOMEHTOM B
o6ecneveHnn audepeHL TanbHOro Bbipa>XkeHus 61UOXMMUYECKOro Npu-
3HakKa B K1eTOYHOM (heHOTUMe. BCneAcTBMe TaKoOro KOHTPONS Ha
MHOTVX YPOBHAX peanunsaunnm 6MoXMMUUYECKUX NMPU3HAKOB B (heHOTUMe
BO3MOY>KEH CYLLLECTBEHHbI pa3pbiB BO BPEMEHU MeXKAY TpPaHCKpUnuu-
eli reHa W MosiBNeHUEM KOAMPYeMOro MM 6enka B KneTke. MyTauuu
COOTBETCTBYIOWMNX TEHOB MOTYyT MMeTb 9BOMOLUMOHHOE 3HAYEHUe,
MOCKO/IbKY BAMSIIOT Ha BPEMS CO3peBaHMs B3aMMOAeNCTBYOWMX TKaHe-
BbIX CUCTEM W, CNefoBaTeNbHO, HA TeUYeHne MoptoreHe TUUYECKMX Mpo-
LIECCOB.
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Bornpockl A58 noBTopeHus

P2 OO N TR WN
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18.

19,

20.

Kak ycTpoeH reH?

Kak ocyLlecTBnseTca nNpoLecc TpaHCKpUNUUKU reHa?
UTo Takoe 3HXaHcepbl W calineHcepbl?

YTo Takoe MHCynaToOpbI?

Kakuve npoueccbl BANAIOT Ha TPAHCKPUNLMIO?

UTo Takoe MONEKYAPHbIA UMMAPUHTUHT?

Kakuve 6enku perynupyroT TpaHCKpUnuuo?

Uto Takoe apghekT nonoxeHns? Ponb retepoxpomaruHa.
UTto Takoe anddepeHLmanbHas akTUBHOCTb reHOB?

. UTo Takoe naiioHn3aumna? Ee mMexaHU3MbI.
. Kak ocyluectsngeTcs [030Bas KOMMeHcauus y Apo3opunbl?
. KakoBbl MexaHu3Mbl Aud{epeHLnanbHON akTUBHOCTU FOMOAOTUYHBIX /10-

KyCcoB?

. UTO Takoe a/inenibHoe UCKIKYeHne?
. Uto Takoe amniugukauns reHos?

15.
16.
17.

UTo Takoe MarHU(ukaLmsa reHos?

YTo Takoe AMMUHYLUUA XpOMaTUHa?

KakoBO 3HauyeHue NOABMXKHbIX FeHETUYECKNX 3/IEMEHTOB B PErYNIALUMN aK-
TUBHOCTW TEHOB?

UTo Takoe NOCTTPaHCKPUMNUMOHHBIA YPOBEHb PErynaumMmn akcnpeccuu re-
HOB?

UTo Takoe TPaHCASLMOHHLIA U NOCTTPAHCASLMOHHbIA YPOBEHb Peryns-
LMK 3Kcnpeccuu reHos?

KakoBO 3HayeHMe MHOrOYpPOBHEBOrO MPUHLIMMNE PErynauuy 3kcnpeccum
reHoB B pa3BUTUW 3yKapuoT?



haBa 4yeTBepTan

MONEKYJTAPHO-TEHETUYECKOE OBECIMNEYEHUNE
MJIAHA CTPOEHVA OPTAHV3MA

OTKYOA BEPET HAYA/TO OHTOINEHES3?

Kakoii MOMEHT MOXHO CYMTaTb Ha4yanoM UHAUBUAYANb-
HOro pasBUTUA:
* nepBoOe AefieHne gpobneHma?
* CNNSIHWE MPOHYKNeycoB?
e ONNOAOTBOPEHUE ANLEKNETKN?

T.X.MopraH cnpasejnBo 3aMeTu/, YTO 3a TOUKY OTcueTa Hapgne-
XUT NPUHUMaTH elle 60fiee paHHUI Nepuof BpeMEHU, & UMEHHO CO-
LWeBaHve AliLekneTKU. OH nucan, YTo HenpaBW/IbHO CUMTaTb €e He-
AN epeHUMPOBAHHON CUCTEMOIA, YTO Ha CaMOM Aene OHa ABnseTcH
1 1MOI BbICOKOCMELNANN3NPOBAHHOM KNETKOWN B OpraHn3me, NOCKOMbKY
MMEHHO B XO[e ee CO3peBaHMA 3aKnajbiBaeTcs nnaH Oyaylero cTpoe-
HUs opraHu3ma.

W pelicTBuTenbHO, passuTue oowTra, No CyTu gena, NpeacTaBnseT
| 060l mocnegoBaTenibHOE (hOPMUPOBAHME TETEPOreHHOCTH ero LuTo-
nnasmbl, B pe3ynbTaTe Yero OCYLLECTBASETCHA TaK Ha3biBaeMas oonaas-
MaTuueckasi cerperayusi. B aToT nepmog OYHKLUOHMPYIOT NOYTU BCe
reHbl (B0 BCAKOM Cnyvae, YHUKanbHble nocnegosatenbHoctun AHK),
MHe YTO B AliLEeKNeTKe amunubuii cogep>XmnTca Habop camblX pa3HOO6-
pasHbix MPHK (1 gaxxe okono 200 Teicay monekyn rno6uHosoii MPHK),
MHOIME M3 KOTOPbIX CTAHYT HYXHbIMU ANLWb HA OTHOCUTENbHO NO3[4-
HUX CTafMAaX pasBuTUA. HA4PO pa3BMBAIOLLErOCH 00UUTA PYHKLUOHU-
pyeT, cnefoBaTesibHO, Kak 6bl C onepexeHuem, paboTas He TOJNbKO
"Ha HacTosllee”, HO 1 “Ha byayliee”.

B UEM CYTb OOM/IASMATUYECKOIWN CErPErALMN?

B xofe oonnasmaTuyeckoin cerperayuv opMupyroTcs Te
pernoHanbHble 0COBGEHHOCTH LMUTONNA3Mbl, KOTOPble Kak 6bl Hameuva-
0T, “ NpeopMUPYIOT” HA XMMUYECKOM YPOBHE NnaH CTpoeHus byay-
Lero opraHnsma. B ocHOBY (hopMUpOBaHMA 3TOrO MaHa nexuT obpa-
I0BaHWe MOMSAPHbIX rpagueHTOB pacnpefeneHns 6MoNornYeckn akTme-
HbIX BellecTB. ANLeKNeTKa XapaKTepu3yeTcs, B YHaCTHOCTU, aHUMaib-
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HO-BereTaTUBHbIM TpPafWeHTOM, KOTOPbIA NPOABAAETCA B MOCTEMEH-
HOM najeHun KoHueHTpauum PHK n 6en1kKoB, akTMBHOCTW CUHTE3a
PHK n 6enkoB u ap. B HanpaBfeHWU OT aHMManbHOr0 K BeretaTMBHO-
My nontocy B BeretatuBHOi o6nacTu siiua, HanpoTMB, COCpPefoOTOYE-
Hbl MeTabo/INyeCKN WUHepTHbIe 3amacHble MUTATeNbHbIE BeLLecTBa.
MHbIMK cnoBamu, slilekneTka — OTHHOAb He TOMOreHHoe 06paso-
BaHMe, HO reTeporeHHas, XMMUYECKN I'Ipe(i)OpMI/IpOBaHHaFI, BbICOKOCMe-
UMann3npoBaHHas cucTema. 3Ha4eHne 3TON npeopmaLnn MOXeT ObiTh
BbISAB/IEHO 3KCNepumMeHTanbHo. Hanpumep, XK. bpalie ¢ noMmoL b pas-
HbIX PEXWMOB LEHTPU{YrMpoBaHUS Hapylian rpagueHTHOe pacrpe-
[eneHne BeWecTB LMTONNA3Mbl JBOSAKUM CNOCOG0OM:
* paspyLwan CUCTeMy rpajMeHTOB, Bbi3biBasg PaBHOMEepHOe pacnpe-
penenne PHK, 6enkoB u Ap. BelWwecTsB No LuTonnasme;
* pacuneHan eAwWHbI aHMManbHO-BEreTaTUBHbLIA FpagueHT Ha [Ba
CamMOCTOATENIbHbLIX FpajueHTa.
3TV HapylweHMa nNo-pasHOMY CKasbiBalMCb Ha cyfbbe pa3BmBato-
werocs 3apofbiwa. B nepsom cnyyae passuMThe oCTaHaBIMBANOCh Ha ca-
MbIX PaHHUX CTaguax pa3BuTuMA, M 3apogbiw noruban (puc. 4.1) Bo
BTOpPOM C/ly4yae BO3HMKa/ 3apofblll C [BYMA CUCTEMaMuM OCeBbIX Opra-
HoB (puc. 4.2), ¢ AgByMS ronoBamu. Takmum ob6pas3om, Npu OTCYTCTBUM
rpaguveHTa pacnpegeneHunsa cMcTema 0CeBblIX OpraHoB BoobLie He dop-
MupyeTcd, a ABYM rpajueHTam pacnpefeneHnsa COOTBETCTBYHT [Be
CUCTEMbl OCeBbIX OpraHoB. B uem Xe feno? MNo-suaAnMMOMY, B TOM, YTO
HepaBHOMepHOe pacnpegenedHne PHK BefeT K pernoHanbHO cneuu-
(hyecKOMy CUHTE3Y COOTBETCTBYHOLWNX OENKOB B pa3BMBAIOLLEMCSH 3a-
pogbilwe. Y>xe B Xxofe 4pob6neHus 6nactomepbl npuobpeTaloT onpege-
NeHHble CBOMCTBA, OT/MYAlOW e UX APYr OT Apyra Kak B hM3nMonoru-
4YeckoM, TaK U B MONEKYNAPHOM OTHOLWEHNN. OYeBUAHO, UMEHHO 3TU
cobbITMA 06yCNOBANBAIOT CNELMBUUYHOCTb A4EpPHO-LMTONNa3MaTnyec-

Puc. 4.1. CnageHune Kpblwun Puc. 4.2. AndhepeHynpoB-
6nacTouens npu LeHTpUdyru- Ka 6oratoro PHK go6aBo4HOro
poBaHun 6nactynbl, (no: bpae, 3apojgbllla U3 LeHTpudyrmpo-
1970) BaHHOM 6nacTysbl (Mo: MacTense

n Bpatlue)
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Puc. 4.3. Pa3BuTue XMMePHbIX 3MOGPUOHOB,
nonyyeHHbIX 6e3 TOro U Apyroro nontoca (no:
,'cmicka-Goetz, 1998).

Ay b — cxema, AeMOHCTpUpYytoLWas, Kak 6blim nonyue-
Hbl XuUMepbl 6e3 aHWmanbHoro (A) wnu BeretaTusHoro (b)
Montoca. B. I — 6nacToumncTbl, pasBuslunecs U3 xumep 6e3
nnumaneHoro (B) unu seretatusHoro () nonoca

KX OTHOLIEHWW W ONpeaensemMyto aToi
CrneunMUUHOCTLI0 AuddepeHLmanbHY0
aKTUBHOCTb FEHOB.

CnepyeT B TO Xe BpemMsA OTMeTUTb,
4yTo ALa MaekonuTalwLlWKUx, No-BUAKU-
MOMY, HE WUMEIOT CTO/Ib XXEeCTKO (hUK-
CMPOBAHHON reTeporeHHOCTH, Kak,
Hanpumep, ainua amubuii man gpo-
topunbl. Kak nokasanu onbiTel M.3ep-
nuuku-réy, BbIMOJIHEHHbIe B 1998 r.,
3MOBpUOHaNbHbIE OCK B OOLMUTAX MbILIU
yCTaHaB/MBaKOTCA MOCAe TOro, Kak HauyMHaeTCcs pa3BuTUe 3UroTol. Ei
yAanocb nofiy4ntb HOpMasnbHOE pas3BuTWe 61acTOUMUCTLI U3 Aul, Nu-
LWeHHbIX aHUManbHOro Wau BereTaTuBHOro nosntwca (puc. 4.3). Bnpo-
yem, 3TW JaHHble MOrYT CBMAETEeNbCTBOBAThL /INLb O BbICOKOW peryns-
LMOHHOI CMOCOBHOCTK, NPUCYLL e oouMTaM MaeKonuTarowmx. Bnonxe
MO3MOXHO, YTO B OMEepPUPOBaHHbIX OOLUTAX NPOUCXOAUT nepepacnpe-
feneHne pasfinyHbIX MapKepoB B XOfe paHHero passutua. B csfAsm c
H UM BONpPOC 06 ypoBHE U BpeXXHU reteporeHnsanmm ooOLMTOB Mile-
KonuTarLWwmx (Kak U HEKOTOPbIX APYTUX AWUL, PerynsuMoHHOro Tuna)
crieflyet cuMTaTh OTKPbITbIM. OTBET HA HEMO MOXeT ObITb MOMYYEH TO/LKO
it pesynbTaTe aHanusa fokanusauMm NPOLYKTOB TEHOB, FTOMOJIOrNY-
HbIX COOTBETCTBYHOLWMM fI0KYycaM Ap030(u/bl, BeJalWUM AeTepMu-
Hauwueid nonsapHbix ocelt (bicoid, nanos, Toll u gp.).

“YyY[JECHbIE” CBONCTBA MOAAPHON MA3MbI

Y HeKOTOpbIX OpraHM3MOB, Hanpumep y acLuuauii, rete-
poreHM3auunto LMTonaasMbl ANLEKNETKN MOXHO 3aMeTUTb MO pasHuLe
M OKpacke pasHbiX ee YacTeil. loCTaTOYHO paHO MPOSABNAETCA Y HUX U
reTeporeHHOCTb B pacnpegeneHny HeKOTOpbIX 6efKOB, HaNnpumep ate-
InnxonunHactepasbl (puc. 4.4). Horpa cneununyeckn BoligenseTcs Ta
AW MHaa YacTb uuTOMAasmbl, HanpuMmep Tak HasbiBaemas nonspHas
nnasma AnL, HeKOTOPbIX HACEKOMbIX, BKOUas aposopuny, popmupy-
lolasca Ha 3afjHem nontoce ainya, 6oratas PHK n xapaktepusyrouia-
ACH YETKO BbIPaXXEHHOW 3epHUCTON CTPYKTypoi. KneTouHble fapa,
KOTOpble nonajatT B 3Ty LMTONNA3My, AalOT Hayano NosoBbIM KneT-
kam. Ecnv o6nacTb NoNsipHOM nna3mbl 061yUYNTb YNbTPanoneTom, To
pa3BUBLUMECH M3 TAKUX NOKANbHO 00/IyYEHHbIX AUL 3apofbiwmn OyayT
CTEPUNbHbI, MOCKONbKY OKa3blBAOTCA NINWIEHHBLIMW NOMNOBbLIX KNETOK.
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Puc. 4.4. Pe3ynbTaTbl TMCTOXMMMWYECKOr0 OMNpefeneHnNs aueTUIXONMHICTepasbl B
npouecce passutua acumaum Halocynhia (no: Slack, 1983).

1—3 — HopmanbHOe pa3BuTMe: PepMeHT NIOKaNM3yeTca B XBOCTOBbIX Mblwlax; 4—5 — apobneHue
3IM6pPMOHA GblNI0 OCTAHOBAEHO LUTOXanasnHoM: 4 — O0CTaHOBKA Ha CTaguu 8 Knetok; 5 — Ha cTaguu 32
KNeTok; 6 — Ha CTaguu ractpynbl. ®epMeHT NOABNAETCA B TeX K1eTKax, KOTOpble AeTepMUHUPOBaHbI K
pasBMTMIO B HanpaBneHWU XBOCTOBbIX MbILLLL

Puc. 4.5. MonapHblie rpaHynbl (no: Okada et al., 1974).

A — nonspHble rpaHynbl U3 GpakLMOHNPOBAHHbLIX NONAPHBLIX KNETOK Apo3otnnbl (MukpodoTorpathms
nosy4eHa ¢ NOMOLLbIO MPOCBEYNBAIOLLErO 31EKTPOHHOrO MUKpockona). b — MeToguka TpaHcnnaHTaluumn
NONsPHON Nnasmbl OT HEOGNYUYEHHOTO fOHOPA 06/YYEHHOMY X035IMHY; B — NpoAOnbHbIe TNCTONOrMYeckne
cpesbl Yepes 3a/HI0t0 06/1acTb 3apofblllia APo30(hUbl, (UKCMPOBAHHOTO K MOMEHTY 3aBepLUEHNs Mnepuoja

ApoGieHus: | — HOpManbHbIW 3apodbil ¢ 671acToAepMoii N MoNspHbIMK KneTkamu; |l — 3apofbill, KOTO-
pbiii 6bln 06NyYeH Ha paHHeld cTaguu apobneHus, 6nactogepma chopMnpoBanacb, HO NOMAPHbIE KNeTKW
oTCyTCTBYIOT; Il —3apofblll, 061yYeHHbI Ha paHHWUX CTafuaX Apo6eHNs, KOTOPOMY 3aTeM MHbeLMpoBa-

AW NONAPHYIO MNa3My 0T HOPMaNbHOrO 3apofbilia. BugHbl 6nactogepma v nonsipHblie KNeTku

MUWKPOUHBEKL MU MONAAPHON MAasmbl B pasfiMyHble yyacTkum 6nacTo-
[epMbl BbI3blBalOT 06pa3oBaHue MON0BbIX KNEeTOK B HEOObIYHOM MeCTe
(puc. 4.5).
MonsapHas nnasma xapakTepusyeTcs TpeMs CBONCTBaMWU:
*  (DYHKUWOHUPYET aBTOHOMHO, T.e. CNOCO6HA BbI3BaTh INPEKT B /IH0-
6oM yuyacTke 3apofbllua;
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- (PYHKUMOHMpPYET creuyudmyeckn, UHAYLUPYS 06pas3oBaHuUe TOJMbKO
OLHOTO OMpeAeneHHOro Tuna KieTok — noJioBbIX;

*  «M[OHecneynunyHa, U MUMKPOUHBEKL NN NOASPHON Naa3mbl O4HOTO
Buga B 6nactogepMy APYroro BuAa Bbi3bIBAKT MOMOXMUTENbHbIN
>PPeKT — cTUMYNALNID 06pa3oBaHNs TOHOLMUTOB B MECTe MHbEK-
U1K, ofHaKo obpasyrowmecs nNpyu 3aToOM MoJioBble KNeTKU COXpaHa-
0T CTPOeHMe, CBOMCTBEHHOE “CBOEMY” BUAY.

OTYEIoO OOUUT OBNAJAET NOAAPHOCTbLIO?

NTak, umtonnasma aiua reteporeHnM3npyeTca B pesysib-
JITC Mpolecca oonnasMaTuyeckoli cerperayuu. BcTaeT Bonpoc, yem
Mbi3BaHa 3Ta cerperayus, OT Kakux (hakToOpoOB 3aBUCUT (hOpMMUpOBa-
HWe rpagueHToB? MOXHO cuMTaTb TBepAO YCTaHOBMEHHOI 06ycnoB-
MEHHOCTb 3TUX COBBLITUIA NOMIOXEHMEM OOLMTA B MaTePUHCKOM Opra-
HU3Me.

A.bennamu (Bellami) ewe B 1919 r. o6Hapyxun, uto y 75—80%
CO3peBLUUX OBapuanbHbIX finL Rana pipiens cTebenek, KOTOpbIi npu-
Kpennset 060M04KY, OKPYXalLlWy A4p0, K AUYHWUKY, NOAXOAWUT K
ALy B 06nacTn akeatopa. MonoxeHune ctebesibka N0 OTHOLWEHUK K
AALY HE MOXET CYMTaTbCA CAY4YalHbIM, TaK Kak y4acTOK LUMPUHOR B
) MK, B npefenax KOToporo cre6efiek MOXET NPUKPENUTLCA K ALY,
(ocTaBnsieT TONbKO OKONMO 34% Bceil NoBepxHOCTM slina. KpoBeHoc-
Hble COCYAbl, BbIXOAA M3 cTebenbKa, pacnpoCTpaHATCSA MO BCei no-
BEPXHOCTU, MPUUYEM COCYAbl MPOXOA™ NuWb B 060104Ke, & HE B Be-
LecTBe camoro Aiua. Mpu 3ToM 60Mbllas YyacTb apTepuanbHbIX COCY-
[l0B pacnosiaraeTca B aHMMasbHOM MONyLWapun, a KPOBEHOCHbIE COCY bl
BeretaTMBHOIO NoNyLapua nNnpuHagnexar npeuMyL,ecTBEHHO K BEHO3-
HbIM cocyfam (puc. 4.6). B TakoM cnydyae MOXHO AyMaTb, YTO MONAp-
HOCTb fAiiLla NATYLW KW Haxo4WTCA B NPSMOI 3aBUCUMMOCTM OT pacnpe-
feneHns KPOBEHOCHbLIX COCY[l0B, TaK YTO BC/IEACTBUE 3TOrO hOpMUpY-
clcd rpafiMeHT MHTEHCMBHOCTU NpoLEcCcOB 06MeHa BelecTs, NOLO6GHO
IOMY, KaK CYLLecTBYKT rpajgueHTbl
pacnpegeneHuns xentka U NUrMeH-

Ta. j

FICHO, YTO aHUManbHbIA NoMtoC,
CHabXxaeMblii apTepuanbHON Kpo-
BblO, HaxoamuTca B 6onee 6naronpu-
ATHbIX YCNIOBUAX, CNOCO6CTBYHOLLNX

Puc. 4.6. BnonHe co3peBWniAi oounT n3
MWYHMKa NArywky (no: Yaiing, 1941).

XapakTepnsyeTcsi 06bIYHbIM pacrpegeneHnem ap-
K-puanbHblX ¥ BEHO3HbIX COCYA0B 060/104KN fiiLa B
MWMEHTUPOBAHHOM M HEMUTMEHTUPOBAHHOM MoNy-
wapusix: 0 — apTepus; b — BeHa; ¢ — cTe6enek
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Puc. 4.7. PagnoasTorpad oouu-
Ta (¥Y), nutamowmx KNeTok n ¢on-
NUKynapHoro anutenua (2) go-
MalwHed myxu (no: [3BUACOH,
1972).

A — nHKy6aLunio NpoBOAMNN B Teuye-
Hue 30 MUH ¢ H -untngmHom. b — 10 xe
camoe 4yepe3 NATb YaCoB NoCne MHKy6aLun.
BuaHo, kak meveHas PHK noctynaet u
00UMT M3 MpuneraoLein nuTalowen knet-
KN (yKasaHO CTpenkoi). MHTEeHCUBHO Me-
yeHas PHK, npucyTcTBytowas paHee (A)
B Apax nutalowmx knetok (J), Tenepb Ha-
6nt0aaeTcs B OCHOBHOM B WX LuUTONnasme

HaKONNEHN0 BMONOTMYEeCKM

aKTUBHbIX BeLLECTB U 6onee
aKTUBHOMY MeTabonmamy. B uuTOonnasme BeretaTUBHOro nonytlapus,
CHab>xaeMoil BEHO3HOW KPOBbIO, CK/1afblBAOTCA YCN0BMSA, CNOCO6GCTBY-
owme (BcnefcTeme 60nee MHEPTHOTO MeTaboM3mMa) HaKoMNIeHUo 3a-
MacHbIX NUTaTeNbHbIX BELEeCTB.

EcTb, BNpouem, 6onee obuee 06CTOATENLCTBO, 06YCNOBAUBatOLLEE
(hopMupoBaHue rpagMeHTOB B Pa3BMBAIOLLEMCHA OOLMTE: HEpPaBHOE
MONOXEHWE ero NOMOCOB MO OTHOLIEHUIO K OKPYXXalLMM 00LUT TPO-
(hnueckum kneTkam. Bcerga oovH M3 NONKOCOB 00OLUTA OKPYXEH 60/b-
WM KONMYECTBOM NUTAKOLWMX KNETOK, CHabXalLwmx ero yepes cne-
LunanbHble KaHanblbl pa3inyHbiMu BelwecTeamn — PHK, 6enkamu, a
Yy HEKOTOPbIX XXYKOB faxe W MUTOXOHAPUAMMK. C MOMOLWbIO pagnoas-
Torpatmm 6bIn fokasaH noTok PHK w3 TpodountoB B fAiLeKneTKy
(puc. 4.7). Takum o6pa3om, NOCTaBNEHHbINI B 60/iee GnaronpusTHoe
MONOXEHWEe OTHOCUTENbHO TPO(OLUTOB MOMKC OOLMTA CTAHOBMUTCH
BNOC/MEACTBMN aHUMaNnbHbIM. FCHO, YTO (POPMMPOBaHUE aHUMaSIbHO-
BEreTaTMBHOIO rpafneHTa 3aBUCUT OT MAaTEPUHCKOr0 opraHu3ma.

Y Apo3odunbl 66110 3IKCNEPUMEHTANIbHO MOKA3aHO BAUAHWUE TEHO-
TWMNa MaTepu Ha NPoAB/ieHNEe PAHHUX 3MOPUOHaNbHBIX NMPU3HAKOB Ye-
pes cucTemy rpagMeHToB. 3TO BAUAHUE HOCUT Ha3BaHWe npegeTepMu-
Hauun. [leno B TOM, YTO Y HaceKoMbIX LMTONNasma aiua Kak 6bl npe-
(hopmupyeTca K ganbHelilleMy pasBUTUIO elle A0 OMNJ0LOTBOPEHMUSA,
NPUYEeM MHOTMe ee KOMMOHEHTbl, KakK Mbl yBUAUM, 06pasyloTcs B
NUTaKOLWMNX KNeTKax. TN KNeTKN OT/INHAOTCA BbICOKOM CTEMEHbIO Mo-
ngHoctn (100n) mn obecneuynBalOT 3aBUCMMOCTb ANLEKIETKM OT Ma-
TEPUHCKOro reHoma. Mpumep Takol 3aBUCUMMOCTM — CLeM/eHHas ¢
nonom myrtauumsa deep orange (dor), mccnepgosaHHasa y Drosophila
melanogaster A.lapeHom u B.lepuHrom (tabn. 4.1).

Takum obpasom, OyayT num 3MO6PUOHLI pa3BuBaTbCA Aanblue WK
NormbHyT, 3aBUCMT OT MaTepMHCKOro reHoTuna. 3HauuT, B fAliuax,
OTKNajblBAEMbIX CaMKaMu, HOCUTeNbHULaMuU reHa dor, OTCYTCTBYIOT
Kakue-TO BellecTBa, COAepxalimecsa B fliLax CamMOK AMKOro Tuna.
VIHbekunn uuTonaasMbsl “AMKOro Tmna” B gedeKTHble fAiLa ycTpaHa-
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Tabnuua 4./
Inunt'iiMmocTb cocTosAHMA ALeKNeTKN OT reHoTuna poguteneit y Drosophila melanogaster

[eHOTHN onnopo-

I vli<iiiin pogutenei TBODEHHbIX AHH

deHOTUN

dor dor 9 x dor/doro’ dor/dor 9 dor/Y cf norunb6aete nepuog ambpuoreHesa

mdor 9 x dor/Y o* +/dor 9 HOpManbHOe pasBuTue
dor/dor 9 TO Xe
/Yo'
dor/Y cf
dor/dor 9 x +/}' cf +/dor 9 nornéaeT B nepuog smbpunoreHesa
dor/Y o'
m/

H/N HapyLleHWs aMOPMOHANbHOTO PasBMTUA W ChacarT 3apoAbiwun OT
[nb6enn. 'eH dor KOHTPOAMPYET CUHTE3 NTEPUAUHOB, KOTOpblE HEOG-
XOAMMbI He TO/IbKO AN MUTMEHTO06pa3oBaHMA, HO BbICTYNaKT B Ka-
YyecTBe KO(haKTOPOB FMAPOKCUIMPOBAHUA KOMMOHEHTOB (hONMEBOI
Incnotel. Mo3ToMy BMeCTe C MHBELMPYEMON UMTOMAA3MOl B SALO
dor/dor BHOCATCA Tak)Xe HefocTalolMe NTEPUAMHBI, YTO U NPUBOANUT
| HugmMmomy agdekTy. CnegoBaTenbHO, NPUCYTCTBME HEKOTOPLIX Cre-
UMAUYECKUX LMTONNasMaTUYeCcKnx hpakumnii B onpeaeseHHOM yyacT-
Ke ALa MOXeT AeTepMUHUPOBaTb CyAbby 3TOro yyacTtka B pasBuUTUN.

KAK POPMNPYETCHA OOLINT?

Kak reHbl KOHTpPONVpYyT hOpMUPOBaHNE TPAUEHTOB,
W, CfefoBaTeNbHO, W MNMaH CTPOeHuWA 6ynyllero opraHu3ma B Xoje
ooreHesa?

EcTecTBeHHO, 4yTO Haubonee yAOO6HbIM O0O6BLEKTOM MCC/ef0BaHUA
FrOro KOHTPOAA ABASETCA Ap030(hnaa B CUIY ee XOPOLUein reHeTnyec-
KO M3YUYEHHOCTU. AliLeKneTKa Apo30thnnbl pasBuBaeTca U3 06Llel C
hoounTamMm KeTKU-NpefllecTBEHHUKA. TU K/eTKWU Bbl4enatTcs
OYeHb paHo, Mocne TOro, Kak fgpa, falolime Hayano 3apoAblLeBOMY
nyTW, nonagarT B 061acTb NONAPHON Mna3mbl, B 06pa3oBaHUN KOTO-
poii BaXHYK PO/Sib Urpaet reH oscar. Kaxjas takas KfieTka npertepne-
naet 4 feneHuns, TaKk 4YTO BO3HWKaeT 16 K/IeTOK, OA4HA W3 KOTOPbIX
byget nonosoii. OHa MCXO4HO MMeeT MeTKY B LMTONAa3Me B BUJe crne-
undunyeckoih obnactu, HasBaHHOI cnekTpocomoit. OCTanbHbIE K/IETKU
CTaHOBATCA NUTalWuUmMmM (TpodounTamn) U COeAUHEHbI C ANLEKNeT-
Kol LUTOMNa3MaTnyeCKMMU MOCTUKaMU, MO KOTOPbIM B Hee MocTy-
natT pas/inyHble BeLLecTBa, NPUHMMAlOLLMe yyacTue B popMupoBa-
HUW TpagueHToB (puc. 4.8). XpoOMOCOMbI TPOUYECKUX KNETOK NpeTep-
nesatoT NONUTEHU3ALMIO, YTO CYLLECTBEHHO aKTUBU3NPYET UX (DYHK-
LMOHMPOBaHMe B NpoLecce 00CNYXMNBaAHUA alLekneTkn. V3 maTepuH-
CKOn mMe3ogepmbl 06pasyeTca okono 1000 menkux ¢OaIUKYISAPHbIX
KNeToK, OKpyXalwWwux anghepeHunpyoLWwmniica oounT ¢ Tpoguryec-
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CriekTpocoma

Oour
2-k"eTounas
ucTa
Oowrr 3afHue honnmky-
NAPHbIE KNEeTKN
[JopcanbHble
fAnpo ooyra DONNMKYNAPHbIE
Craga 7-B Cram 9

Puc. 4.8. Tpu acMMMeTpPUUYHbIX COGbITUS, KOTOPble FeHepUpywT hopMuUpoBaHue
NoNsSIPHOCTU B Xofe ooreHesa (no: Snustad, 1997).

A — nepBoe fJefeHne NONOBOA KNETKM aCUMMETPUYHO OTHOCUTENbHO CMEKTPOCOMbI, KOTopas “AocTa-
eTCA” TONbKO OAHOI U3 JOYEPHUX KNETOK, OHA W CTAaHOBWUTCA 0OLMTOM. [lanbHeiiline Tpu AeNeHns UL eH-
HbIX CMEKTPOCOMbI KNETOK BedyT K 06pa3oBaHNi0 16-KNeTOYHOM LMCTbI C PacCnoNOXEHHbIM B LEHTpe 00L M-
ToM 1 15 BCNOMOraTtesbHbIMIU KAeTKamMu, OKpYXatolWnmMy ero. dT1 KNeTKN coefuHeHbl APYT C APYTOM 1 C
00LMTOM LUTOMNa3MaTNYeCKUMN KaHanbliaMu, N0 KOTOPbIM B OOLWT TpaHCMopTupyeTca cneyntuyeckas
MPHK. B — Hen3BeCTHbIi MexaHU3M 06YCNOBNNBAET PACMONOXEHME 00LMTA B 3afHel YacTh LucTbl. Hapyx-
HbIl ee MOKpOB 06pa3oBaH HONNUKYNAPHBIMW KneTkamu. MatpuyHas PHK, cuHTesmpoBaHHas reHom gurken,
nokanusoBaHa B 3afHeii 4acTu ooumuTa, oTcloda gurken-curHan nocTynaet K Npuaexalum TepMUHanbHbIM
HONNNKYNAPHBIM KNeTkam, KOTOpble OTBeYaloT peannsauueil “3agHeit” nporpaMmmbl. B — 3agHue gonnnky-
NAPHbIE KNeTKU nocbinalT “oTBeT” 00UUTY, 06YCNOBAUBAIOLLNIA NONSPU3ALMI0O MUKPOTPYBOUEK LIMTOCKE-
neTa W MUTpauuMio sapa U3 3afHeit obnacTn oouuTa K yrny nepefHero koprtekca, gurken MPHK akkymynu-
pyeTcs Haj AAPOM; HanpaBnsAlOT elie OAWUH CUrHan, o6ycnoBANBatOLWUIA fOp3ann3aLnto 0603HAYEHHOTO Ha
PUCYHKe onpe/eNeHHOro Habopa (ONNUKYNAPHbLIX KNeTOK

KUMU KneTKamun. Bygywnin nepegHnin KoHewl ambpmnoHa pacnonaraeTcs
B 06nacTu oouuTa, npunexaweii K Tpodouutam, a 6onee BbiMyknas
MOBEPXHOCTb fililla CTAHOBUTCA BEHTPaNbHOW YacTblo 3MOpMOHa.

[anee HauynMHaeTcs aKTUBHOE (PYHKLMOHMPOBaHWE MaTEPUHCKOTO
reHoma B TPOMUYECKNX U PONNUKYNAPHBIX K/ETKaxX.

KAK FTrEHbl KOHTPOJIMPYIOT ®OPMWNPOBAHWNE
AHVUMAJIbHO-BEFETATUBHOIO TrPAAVEHTA?

MOXHO Bbl4eNNTb ABe OCHOBHbIe CUCTEMbI TeHOB (0 Tpe-
Tbell CUCTEME CM. HUXXEe), 0COOEHHO BaXKHbIX ANA (POPMUPOBAHUA rpa-
oveHTOB (puc. 4.9; 4.10). MepBas cucTema reHoB obecrneyvBaeT Gopmu-
pOBaHWe aHUMasbHO-BereTaTMBHOrO rpagueHTa. Cpefn aTUX reHoB rnas-
HbIM ABAseTcs bicoid, cogepxalwmnin romeo6oKc, cneympuyeckyro, KoH-
cepBatMBHYl0 nocnegosatensHocTe JHK u3 180 HykneoTUAHbIX nap
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Mepeansis cuctema

hunchback PHK-noscemectHa
nanos

Sio. bicoid PHK-nepepaHss
MpoayKTbl

e lynaiot

W1 okpyxatwmnx

na#lok

bicoid 6e/10|< hopmupyii
rpagueHT

LLI

PHK 3anoniger
hunchback nepegHiolo 06nacTb

(MuunTHanbHas
iwcToappma.
m«lrpumckas PHK
|| 15»1cnvpyeTcs

KM ToHHas
6nactoepma.
rotnuyeckas PHK
2pBMCKPUGMpYeETCS

3agHaa cuctema

stripes Of knirps u. giant PHK

Aopco-BeHTpanbHas cucrema

Toll 6enok-noscemecTeH,
spatzle 6enok (n noatomy Toll)

PHK-3agnas aKTUBMPYETCS  BEHTPANbMO

T
Toll Genok y

Spatzle Nurang
dorHl 6eT-unr— n

) 6enok-agepHblii Ha
dorsal BeHTpanbHoOli CTOpOHe

dpp at zen PHK-gopcanbHas

twist arsnail PHK-BeHTpanbHas

Puc. 4.9. Jlokanusauma npogyKToB reHOB, onpefenstowmx o6pasoBaHne NoAspHbIX
L>afiMeHToB B pasBuBatowemcsa aiue gposodunbl (no: Lewin, 1998)

Puc. 4.10. Kackag napanfefnbHblX CO-
ObITUA, OTBETCTBEHHbIX 3a TPaHCAALM-
OHHbIi KOHTPONb (hOPMMPOBAHMA Nna-
HMN Tefla pasBMBatoLLEerocs aMbproHa Apo-
pUbI.

MokasaHbl Lienn B3anMO/eiiCTBUSA TeHOB, Je-
|" pMUKMPpYtOLWINX OPMUPOBaHME NepeaHero 1 3ag-
Helo MONAPHbLIX rPafnNeHToB

(cm. HUXe). B cnyyae ero mytauuu
HapyLluaeTca pasBUTUE FONOBHO-
1o KoHUa fpo3otunbl. Y ambpu-
OHOB, HOCUTeNeil myTauuuM no
HOMY TFeHy, 3afHWIA KOHeL, pas-
wn KAeTCqd HOPManbHO, HO Hapy-
IHeHO pa3BuUTUE NepefHUX BpHOLL-
HbIX CETMEHTOB, a BMeCTO roJio-
Ul v rpyan passuBaloTCa CTPYK-
TYpbl, CBONCTBEHHbIE 3afHEMY

oskar MPHK

staufen

A aubergine
Jokanuzauyst
MPHK

bruno«=Lj

oskar 6enok

bicoid MPHK nanos MPHK
cortex
U=>grauzone 3aLyst
j staufen 1 TpaHC/saums
MPHK
bicoid 6enok
caudal MPHK nanos 6esok
hunchback m PHK
ble<»a=(]|| PuTw 0= {]]]
I 1% I
cat 6K huroNedk Unric
MepedHum 3aaHuii

KOHUY. Ecnu ¢ nomouibio rmbpugnsaumm in situ ¢ 3oHgom AHK bicoid
nccneaoBaTh I0KaNM3aL Mo COOTBETCTBYHOLLErO TPAHCKPUNTA, TO MOXHO
npocnegnTb TpaHcnopT PHK, CMHTE3MPOBAHHOW 3TUM FEHOM, U3 NK-
|.uenbHbIX KNETOK B aHMMabHbI NOMIOC pasBuBaroLeroca ooumnta. B
pesynbTaTte (hOPMUPYETCH YETKO BbIPAXKEHHbI aHMManbHO-BEreTaTus-
WbliA TPAAMEHT pacnpeAeneHns NpoayKTa 3Toro reHa. Takue nNpoayKTbl
NMPUHATO HasblBaTb MopdoreHaMu. N5 UX U3yvyeHns UCMob3yeTcs cne-
LManbHbll METOA, C MOMOLLb0 KOTOPOro MOAy4aroT TakK Ha3biBaeMble
Inscd-6enkn. MpuHUMN 3TOro MeToAa 06bACHEH Ha puc. 4.11.
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[ns nopgpepXaHus ctabunbHOCTU 3TOrO NPOAYKTa B NepejHEM Mo-
Hoce 3apofblllia HeobXxoaMMa aKTUBHOCTD eLle ABYX FeHOB: exuperantia
Il swallow . B cnyyae myTauuid, HapyLllarWMX UX akTUBHOCTb, FPafneHT
pacnpefeneHusa 6enka bicoid ctaHOBUTCA pa3MbITbiM, U OH pacnpocT-
paHseTcs 6/MXKe K 3afHEMY NOACY. Takue MyTaHTbl HANOMUHAKOT NO
theHOTUNY MYTAHTOB bicoid: Yy HUX OTCYTCTBYIOT CaMble MepefHue CTPYK-
typbl, HO POPMUPYIOTCA YAINHEHHbIE YEOCTU U TPYLHble CTPYKTYPbI
(puc. 4.12).

C apyroii cTOpoHbI, hONNMKYNSPHbIE KNETKW “NOCTaBAAKOT” B 0OUUT
'l K, CMHTe3MpPOBaHHY FEHOM nanos U KOHLEHTPUPYHLYHCS Ha
NPOTMBOMONOXHOM aHUMaNbHOMY nontoce (puc.4.13). Y MyTaHTOB nanos
HapyLllaeTcqa pa3BuTue 3afHero KoHua 3sapogbiwa. Ecnu nanos PHK
WHbEeLMpPOoBaTb B MEPEAHUI KOHeL 3M6pMOHa, OHa MOXET MHAYLUPO-
natb POPMMPOBaAHMNE B TONIOBHOM KOHLLE pas/iMyHbIX CTPYKTYp, CBOi-
CTBEHHbIX 3a4HeMy nontcy. Ans akTuBaLum reHa nanos He06XoaUMbI
MATb FTeHOB C MaTepuHCKUM 3agpekToM (CM. Takxke puc. 4.10; 4.12).
Ixjiok NANOS CUHTE3NPYeETCA B 06/71aCTU 3a4HEr0 NOKOCaA U 3aTeM TpaHcC-
nopTupyeTcsd B 06/1aCTb GPIOLIHBIX CErMEHTOB, UYTO OCYLLECTB/AETCA
npu yyactuy npoaykra reHa pumilio.

B hopMmupoBaHMM nnaHa CTPOEHUS OpraHM3Ma Ha caMblX paHHUX
nmanax CO3peBaHMa oouMTa NPUHMMAET y4yacTue elle OLWH BaXKHbIWA
rev, KOTopblii aKTUBHO (PYHKLWOHMPYET HE TO/IbKO B MATEPMHCKOM,
Mo 1 B 3UroTMYyeckom reHome. 3710 reH hunchback (puc. 4.13). OH akTu-
HupyeTca 6enkom bicoid, a noToMy ero NpoAyKT HakanauBaeTcs, Kak
n bicoid, B mepegHeli NonoBMHe 3apogbllia WM PenpeccUpyeT TFeHbl,
aKTMBHbIe B OPIOLIHbIX CErMEHTax, TaK YTO B 30HE ero pacnpegeneHuns
(hopMUPYIOTCH TOJIOBHbIE U TPpyAHbIE CTPYKTYpbl. Benok bicoid npu-
cOoefMHAETCA K NATW calitam, pacno/iodXeHHbIM Bbllle NpoMoTopa
reHa hunchback. Bce 3Tu caiiTbl UMerOT 06 Y0 NOCNeA0BaTENbHOCTb:

Puc. 4.11. Cxema cuHTe3a rnbpuaHbix fused-6enkos (mo: nosep, 1989).

MIMest KNOHWPOBaHHbIA CTPYKTYPHbI/ TeH, MOXHO MOAYYNTb €ro NPOAYKT TaK Ha3biBaeMblM MeTOAOM
*uHTesa fused-6enka, a 3aTeM UMMYHWU3MPOBaTb 3TUM 6ENKOM Kakoe-nn60 XMBOTHOE (06bIYHO KPOnMKa) 1
noNy4YnTb COOTBETCTBYIOLLYIO aHTUCLIBOPOTKY , MOC/Me Yero BO3MOXHO OMNpefensTb Hanuune U noKanusa-
M0 AaHHOTO 6Genka ¢ MOMOLLbI MMMYHOXUMUYECKUX W UMMYHOTUCTOXUMUYECKUX MeTOAO0B (MMMYHO-
wrkgohopes, UMMYHO6NOT-aHaNu3).

A — BekTOp, Ucnonb3yemblil Ans aTuX ueneid; kKAHK, kogupylowas nognexawuii N3y4eHunio nentug,
npucoeanHsetca K AHK reHa lacZ (6akTepnanbHas ranaktosupasa). Bektop BBoAMTCSA B 6aKkTepuanbHblii
irHomM W akTuBMpYyeTCs TpaHckpunuua “cnutHoi” AHK, B pe3ynbtaTe uyero cuHTesupyetcs fused-6enok,
*meflepXallnii 6eTa-ranakTo3njasy v usydaemblii nentup.

b — ounctka fused-6enka, CUHTE3MPOBAHHOTO B 6akTepuanbHON KynbType.

B — cxeMa NonyuyeHus aHTUTeN, CneLupUUHbIX MO OTHOLIEHWIO K reTeponorniyHomy dparMeHTy rué-
punHoro 6enka. Kponnkos UMMYHU3UPYIOT rMb6puaHbIM 6enkom. Ana yfaneHns 0CHOBHOWM Macchl aHTUTeN K
MIKicpnanbHoii 6eTa-ranaktosujase aHTUCLIBOPOTKY CHauana MponyckaloT Yepe3 KONOHKY ¢ cethapo3oii ¢
MMMOGUN30BaHHOW GeTa-ranakTosnaasoil. HecessaBWNIACA Ha KONOHKe MaTepuan HaHOCAT Ha Apyryio
I0NOHKY, COAEPXKaLLyto KOBaNeHTHO CBA3aHHbIN TMOPUAHBIA 6en10K: MMMOGMNN30BaHHbIE Ha cedhapo3e aH-
nnena K 6eta-ranakTosvaase ClINTb AuMeTuanumenumugaTom-2HC1 ¢ 6eta-ranakrosunfasHoimM (parmeH-
WM rubpugHoro Genka. CeAsaBlINeCs aHTUTeNa 3NIOUPYIOT U NOCNe 3aKNIOUYNTENbHOTO KOHTPONLHOrO 3Ta-
MH, i.e. NPONycKaHWA yepe3 KONOHKY C MMMO6GUNIN30BaHHON GeTa-ranakrto3ngasoil (He NokasaHo), aHanu-
XKPYIOT UX CMEeLN(UYHOCTb MO OTHOLIEHUIO K YyXXepogHOMY (parMeHTy ruépugHoro Genka
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A hunchback

bicoid torso nanos
MartepuHckas PHK

Benok

nanos 6nokupyet
TpaHCcnAumo
of hunchback n bicoid

AKTUBMPOBaHHbII
torso peuenTop

6enok akTusunpyetca
Ha noscax

[5)

3AAHMIA NONKOC
MAPPPAMuu NANLAN

Puc. 4.12. fleTepMuHaumnsa aHMManbHO-BEreTaTUBHOMO rpagueHTa B silile Apo30¢u-
Nbl NOCPeACTBOM Ae/iCTBMA TPex He3aBMCUMbIX FeHHbIX cucTeM (no: Lawrence, 1992).

A — nokanusauus npoayKTOB COOTBETCTBYIOLWMX TeHOB B siiLe. b — koopguHauus feiAcTBUS 3TUX
npoAyKTOB B npouecce AeTepMUHALUN NepefjHe-3afHero natTepHa

5-TCTAATCCC-3". MyTaHTbl, TOMO3UTOTHbIE MO 3TOMY FeHy, AeTalb-
Hbl 1 NMOXO0XXW Ha MYTaHTOB bicoid, yTpauynBalLWwmnx nepesHne CTpPyKTy-
pbl. MepegHe-3afHUA TpagueHT pacnpeseneHns NpogyKra 3TOro reHa
MOXEeT (hopMuUpoBaTLCA ABOSAKMM Cnoco6omM: nmb6o matepuHckas PHK
TpaHcAMpyeTcs TONMbKO B MepeaHeM KoHLUe, nn6o 3urotmyeckas PHK
npogyumpyeTcs ToNbKO B NepefHeM KoHue. Ecnv hunchback PHK ak-
TUBHO TPAHCNUPYETCA B XBOCTOBOM KOHLE, YTO MOXHO Habnwpgathb,
NOCTaBMB CUHTE3NPYIOLWMIA ee TeH noj heat-LOKOBLIA NpoMOTOp U
ob6ecneynB nocTynneHne 6onbwmnx nopumnii aToin PHK B TOM uncne u
B 3afHWI KOHel amb6puoHa, To 6enok hunchback HapywaeT passuTtue
ab40MUHAaNbHbIX CTPYKTYP M AeOpMUPYeT 3apofblll Hanogobue my-
TaHTOB nanos. O4YeBUHO, B HOpMe 6efloK nanos 610KUpyeT TpaHcna-
unto matepuHckoii PHK hunchback. MiMeHHO 3TO 1 ABNAeTCA OCHOB-
HOI ero pyHKuMen. Ecnm numeloT MecTo MyTauuu, Hapyliarouwme QyH-
KUMWOHMpOBaHWe Kak nanos, Tak u hunchback, To passBuBaetcd Hop-
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OTnoXeHHoe AiiLo JApobsaweecs aiiyo JInunHka

hunchback PHK huhchback protein  nanos*
(maternal and zygotic)

CZ:. -CZ>

hunchback PHK nanos

CT>£ ><aq y -

Hert MaTeEMHCKOM PHK hunchback 6enok nanos~
hunchbac fhunchbajck~ (3uroTuuecknii)
MONSipHble KNeTKu)

! N
C3
hunchback PHK Heat shoch aktusauns hunchback

nogaanset Nanos

Puc. 4.13. B3aumopeiicTBMme reHoB B CTaHOBJIEHUN aHWMafibHO-BereTaTUBHOIO rpa-
AveHTa B pasBuBatoLiemcs alile gpos3odunbl (no: Lawrence, 1992).

[naBHas GyHKUMA NPOAYKTa reHa nanos — 6nokuposaTs hunchback PHK B 3agHelt o6nacTu aiiya. Ecnn
HeT MaTepuHckoii hunchback PHK, akTMBHOCTbL reHa nanos Heobs3aTenbHa

ManbHaa myxa . OTclo4a crefyert, 4To NPOAYKT reHa hunchback “mewa-
T” pa3BUTUIO XBOCTOBOIO KOHLa» a 6MOKMpyownin ahgekT co cTo-
POHbI FeHa nanos KakK 6bl yCTpaHAeT YMHUMbIE UM MOMEXM.

KAK TEHbl KOHTPOJINPYIOT ®OPMNPOBAHWE
OJOPCO-BEHTPAJ/IbHOIO TrPAAVEHTA?

BTopas cucTema reHoB KOHTpPOMpyeT (popMunpoBaHme 4op-
CO-BEHTpanbHoOro rpagumeHTa. NocnefoBaTefibHOCTb aKTUBALMMK 3TUX Te-
HOB npefcTassieHa Ha puc. 4.14; 4.15. Kak cnefyet U3 pUucyHKOB, FeHbl
oouuTa MocblNaloT curHan (Hem3BEeCTHOM MNpupogbl) K peuenTopy,
KOAMPYEMOMY FeHOM torpedo, KOTOpPbIA QYHKLMOHUPYET B (PONAMKY-
NAPHbIX KfeTkax. befok torpedo 4yacTMYHO TOMOMOTMYEH peLenTopy
thakTopa pocta (EGF- peuenTopy) NO3BOHOYHbIX U MMEET 3KCTpa-
LeN0NNPHYH0 Y4acTb, CNOCOOHYIO CBA3bIBATL UraHg U3 oouuTa. 3atem
reHbl pipe, nudel, windbeutel, hyHKUNOHUPYOLWME B DONTNKYNAPHBIX
KneTkax, NOCbINAKT CUTHaN (TaKXKe HEMAEHTU(PULNPOBAHHbIA) B BEH-
TpanbHyto 061acTb ooumTa. Mocse onnoA0TBOPEHMA reHbl snake, easter,
KOAMpPYIOLLMe npoTeasbl, akTUBUPYIOT reH spatzle, Tak yto “curHan”
BO3BpalaeTca B ooumnT. NMpoAyKT spatzle akTusupyerT toll Ha BeHTpasb-
HOI cTOpOHe aiua. MpoayKT 3TOro NOCAefHEro akTUBMpPYeT NpoayLm-
pyemyto reHom pelle knHasy. OHa B CBOKO o04Yepefb hocdopunmpyet
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[l0 0NNoAOTBOPEHNS

Puc. 4.14. CucTtema reHoH,
KOHTponupytowasa gopmmposa-
HWe LOpPCO-BEHTPanbHOro rpa-
AveHTa B AliLe apo3odunbl (Mo:
Lewin, 1998).

1 leHbl oouuTa MOCHLINAKT He-

VAEHTU(PULMPOBAHHBIA CUTHAN K pe-

N;\-Ton'skcnpeccupyétcs uenTopy torpedo hoONNUKYNAPHBIX Kie-

) . wind
{;.'>noBcemecTHo BOkpyx a-vil

oweit oount mem6pate Y.\ aS  Burennuosas TOK.
memGpaHa 2. [eHbl pipe, nudel, windbeutel n
(HONNUKYNAPHBIX KNeTKax nocblnawoT
Mocne onnoaoTeopeHus T curHan (HemAeHTU(HULMPOBaHHbIR) K
gj| BEHTpPanbHOW CTOPOHE oouMTa.

3 VA 1 v3. HewnssecTHas yHKLMA fedek-

Mepuenten- THOIA racTpynauuu.
MepusnteanuHosoe  * ) sk nunosoe 4. TeHbl snake, easter KogupylT
NPOCTPaHCTBO snake — >+ eastei " spatzle NpocTpaHcTBO npoTeasbl , KOTOPble MOTYT aKTUBUPO-

4 o ﬂ r e o o o o o o BaTh spatzle.

—.a

5. benok spatzle akTusupyert 6e-
spz nok Toll Ha BeHTpanbHOW CTOPOHe
i Mnasmatnyeckas Anua.
'|‘| Mem6pana 6. Toll yepe3 6enok tube (PpyHK-

LMA HeusBecTHa) akTusupyert pellet —
mlb KWHa3y, KoTopas tochopunupyet bGe-
[ — NOK cactus.

7. Cactus BbICBOGOX/JaeT paHee

CcBfA3aHHbLIN 6enok dorsal, KoTopbIii
BCTYNaeT B A4po

puU

\

cact

d

1 AaepHas

wewGpara NPoAyKT reHa cactus. B
pe3ynbTaTe 3TOr0 nNpo-
Lecca BblCBOGOXJaeTcA

6enkoBblii NpPoAyKT reHa dorsal, nocTynarwnin B sgpa KNeTok.
leH toll Heo6xoaMM, cnepoBaTenbHO, ANA POPMUPOBAHUSA [OPCO-
BEHTPasbHON MONAPHOCTU. B ero oTcyTcTBME 3IMOPUOH CUALHO “AOp-
canms3oBaH”. benok toll B HOpme pacnpegeneH no 06bLeEMy fiila paBHO-
MepHO. Kak >xe B TaKOM Cciyyae NposBASETCA ero N0KanbHblii apdekT?
Oka3sblBaeTcsa, €ro nAMraHg npogyumpyeTcs NI0OKanbHO U ObICTPO CBfA-
3biBaeTca ¢ peuentopamu Toll. Y To//-MyTaHTHbIX 3SMOPUOHOB HET pe-
LenTopoB, TaK 4YTO AUraHa AUGQY3HO pacnpegenseTcq B nepueuTen-
NMHOBOM MpocTpaHcTBe. JlokanbHas akTueauma toll-peuenTtopa B on-
NOAOTBOPEHHOM fAliLle 3aBUCUT OT TeX CUTHa/bHbIX BELLECTB, KOTOPbIE
6blIN CUHTE3MPOBaHbI elle B Nepnog ooreHesa (hyHKLKUA C onepexe-
HUeM, Unn “ynpexgarwas” QyHKLNA TeHOB) U HakKomnjeHbl B obna-
CTV BWUTEN/IMHOBOW MeM6paHbl, a NO34Hee TPAHCNOPTUPOBaHbl B BEH-
TpanbHYK 4acTb 3MOpMOHA. ITOT TPAHCNOPT, BO3SMOXHO, COMPOBOX-
faeTca amnam@ukaleinl HeKOTOPbIX FeHOB, MyTauuu KOTOPbIX Bbl3bl-
BalOT MaTePUHCKMIA gopcanun3yrowmnin ahgekT. [Ba us Taknx reHos (snake
M easter) KOOWUPYIOT CepuHOBble MPOTeasbl, CXOA4HblIE C (DYHKLUOHU-
PYIOLWMMN NPU CBEPTHIBAHUM KPOBWU. DTWU NpoTeasbl AeliCTBYIOT BHYT-
pv NepuBUTENNIMHOBOM XUAKOCTW, KOTOpas NIeXUT Mexay Aiuom u
BUTEN/IMHOBON MeMbpaHoii. Ecnu BBECTU NEPUBUTENIMHOBYHO XULKOCTb
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Puc. 4.15. Mogenb chopmn-
r ¢nmun AOP30-BEHTPaNbHOM
| iti TeMbl rpagveHTOB (NO:
/ divrcnce, 1992).

Ha cxeme mokasaHbl B3aWMO-
>11,1 IMSi TEHOB, KOHTPOANPYHOLNX
M»W MPOLLeCC M UX NPOAYKTOB

hi siiua easier B nepu-
VH FeN/IMHOBOE MpOCT-
PaHCTBO MYTaHTHOrO Mo
faster aua, T0 npowuc-
X0AMT MOSIHOE BOCCTa-
HOBJ/IEHWE HOPMaNbHOr O
I>n4BUTNA MYTaHTHOTO
LUPOAbILLA.

AxTusauusa toll-pe-
LiCHTOpa BefeT K BbicBOBOXAeHMIO Benka dorsal s komnnekca dorsal-
| actus (puc. 4.15; 4.16), Tak 4TO CO3faeTca rpajgueHT pacnpejenieHus
Oenka dorsal, fecTBylOLLEr0 KaK TpaHCKPUNUMOHHbIA hakTop. Mapa-
[OKCanbHO, YTO KOHLEeHTpauua 3Toro 6enka B A4pax Bbllle B BEHT-
panbHON 061acTn U HMXe — B JOpcanbHOi. Mo-BMANMMOMY, CHUXe-
HVe KOHUeHTpauuwn 6enka dorsal fBnseTcs TpUrrepom, paspeluaro-
WM Kackaf peakuuii, TpaHCHOPMMPYIOLWMX KNETKU B AOPCaSbHOM
HanpasneHuu.

KAK TrEHbl KOHTPOJ/IMPYIOT ®»OPMNPOBAHWE
TEPMUWHANBbHbLIX CTPYKTYP?

CylecTByeT elle U TPeTbsd cucTema reHoB, KOHTPOMpY-
toLLMX (DOPMUpPOBAHME Tpa-
OWEeHTOB B OOreHese. 3JT1a
Ipynna reHOB KOHTPO/M-
pyeT (hopMmpoBaHue Tep-

MWUHa/bHbIX CTPYKTYP, T.€. Apodruseecs sl
nKpoHa (HECermMeHTUpo- ad CHrHan TPaHCAYKUMM:
Jurana lethal (I)pole nole
MaMHOIo rosloBHOINro KOH- IND. BbICBOGOXAAETCS ,, Hy)KEH(32I,ZCb
ua) u TenbcoHa (“cer- Tmonoe
MEHTWPOBAHHOIO XBOC- torsolike MPOCTPARETEO
TOBOIO KOHLLA). e
Puc. 4.16. TepMI/IHaI'IbHaﬂ PHK TpaHcnupyetcs
| urrema reHoB (no: Lawrence, ’/A“" cunTesa
eyentopa
1992). torso PHK PR
JlokanbHas 3Kcnpeccus reHoB PeuenTop nokannsosaH
(HONNNKYNAPHBIX KNETKaX BbI3blBaeT N10- B pasHEIX 30HAX
MLUI.HYI0 aKTMBALNIO tOrSO PEUENTOPa  gi00-Murang oTknaasiBaeTcs HO aKTMBUpYeTCH
1 Milne in vitel s sutennuHoBoit MemEpaHe TONLKO Ha nojlocax
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KntoueByto ponb B 3TOM npouecce urpaet red torso (puc. 4.16). Mpwu
OTCYTCTBUW €ro npofyKTa HW aKPOH, HW TeNIbCOH He pa3BMBalOTCH,
TaK YTO 3IMOPMOH OKa3blBAETCA MOMHOCTHIO CErMEHTUPOBAHHbLIM. Y [0-
MWHAHTHbIX MYTaHTOB MO 3TOMY FeHy BCHA NepefHAd MOM0BMHA 3apo-
Abllla npeBpawaeTca B aKpOH, a 3afjHAA — B TeAbCOH. MM0fO6HbIN
AP eKT MOXHO NpefoTBPaTUTb, C/IN MYTaHTHbIM 3apojbillaM WHbe-
LUMpOBaTh LUTOMAA3MY HOPMa/bHbIX AUL, B MepefHWIA 1 3agHWIA nonto-
cbl. AKTUBaLMA 6enka torso ocyLecTBAAETCA KaK Ha nepefjHem, Tak U
Ha 3afjHeM KOHLax 3apojblllia MpogyKTOM reHa torsoless, PyHKLNOHW-
pytOLWMM B DONITUKYNAPHBIX KneTkax. CoMaTUyecKne MyTaHThbl, 3aTpa-
rMBalLme 3TOT reH TOMbKO B hONNUKYNAPHBLIX KfieTKax, 06ycnoBnu-
BAKOT pa3BUTUE U3 OKPY>KEHHOro UMW flila 3apofbiia ¢ PEHOTUMOM
torso.

Takum 06pa3om, aHaTOMMUYECKME rpaHuLibl TEPMUHANbHbBIX CTPYK-
TYp — aKCoHa W TeNbCOHa — AeTepPMUHUPYIOTCA FEHOM torso, ANA aK-
TUBaLUW MPOAYKTa KOTOPOro Heo6XoAWMbl CUTHaN uU3 QONIMKynap-
HbIX KneTok (6enok torsoless) u B3anmogeincTeme ¢ reHamm tailless u
huckebein.

MTak, reTeporeHu3aumsa LuTonaasMbl CO3peBatoLLLero oounTa u dop-
MUPOBaHWe NOAAPHbIX rpagueHTOoB, XMMUYECKN NPehopMUPYIOLLMX NnaH
CTpoeHus Oyayuiero opraHusMa, peanmsyeTCsi Ha OCHOBe B3aWMOpeli-
CTBWA TPEX CUCTEM TeHOB M MPpU yyacTUN NUTalWmX KneToK MaTe-
PVMHCKOrO OpraHusMa, OKpy>KalLnx oounT.
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o1

Bonpocbl 418 NOBTOPEHUS

UTo Takoe oonnasmaTnyeckas cerperauyus?

. Uto Takoe nonapHaa nnasma? Kakosa ee ponb B passBuTun?

Kak MaTepyHCKWiA TeHOTUN BAWUSET Ha PasBMTHE 3apofbia?

Kak thopmupyeTtcs oouuT?

. Kak reHbl KOHTPOMMPYIOT (hopMUPOBaHME aHUMAIbHO-BEreTaTMBHOIO rpa-
aveHta?

6. Kak reHbl KOHTPONMPYOT (hOPMUPOBAHUE [OPCO-BEHTPA/IbHOIO rpajueH-

Ta?
7. Kak reHbl KOHTPONMPYIOT (POPMMPOBaHME TEPMUHANLHOIO rPajueHTa?

g wN
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["naBa natas

CErMEHTAUNVA PASBVBAKOLWNXCA OPTAHN3MOB
N EE TEHETUYECKWIA KOHTPO/Ib

KJTACCUOUMKALUMA TEHOB CETMEHTALINN.
CEIrPErALUMOHHBIE N TOMEO3UCHbIE MEHbI

B peanusauuy nnaHa CTPOEHUA OpPraHM3Ma KN4yeBoe
layeHne MMeeT ero CerMeHTauus, pasfeneHue Ha roa0BHOW, rpya-
HOW, BPIOLIHON OTAENbl M WX MPOU3BOAHbIE. DTOT NpoLecc ABMAeTCA
YHUBepCaNbHbIM B XXUBOTHOM MUpPE U XapaKTepusyetcs 4BYMS OCHOB-
HbIMW NPU3HAKAMMW — KONMYeCTBOM CETMEHTOB U UX KavyecTBOM. COOT-
WCTCTBEHHO pa3nuualoT fBe rpynmnbl reHoB, OTBETCTBEHHbLIX 3a pPa3Bu-
TO 3TWX MPU3HAKOB: CerperayuoHHbIE Y FTOMEO3UCHBIE.

CerperaMOHHbIX FeHOB, LETEPMUHUPYIOLWNX YUC/IO CETMEHTOB Y
Drosophila melanogaster, U3BeCTHO 60/1ee [ByX LeCATKOB. VX myTauum
HapyLllalT CTaHOBNEHUE NepefHe-3afHel (aHUMabHO-BEreTaTUBHOM)
NONAPHOCTN CErMEHTOB, B pe3y/ibTaTe Yyero NpPoUCXoAUT UX CIAUAHUE,
YMEHbLUAETCSH KOIMYECTBO U 06pa3ytoTC HEXM3HECNOCOOHbIE YPOabl,
(@ OTKpbITUE W N3yUYeHUe 3TUX FTeHOB aMepuKaHCKNU reHeTnk 3.J1bto-
N (E.Lewis) (puc. 5.1) n HemeukureHetukn K.HwoccnainH-Bonb-
yapar (C.Nusslein-Volhardt) n 3.Buwxayc (E.Wischhaus) (puc. 5.2)
™>brm ygocTtoeHbl Hobenesckoli npe-

MUN.
Pa3nuyaloT HECKONbKO rpynn cer-
perauMoHHbIX reHOB. 3TO — reHbl Ma-
TEepPUHCKOro aphekTa, KOTOPbIE KOH-
IponupyroT hopMupoBaHUe rpagneH-
loH B X0ofle ooreHesa (0 HUX LWNa peyb
Huwe), GAP-reHbl, pair-rule-reHsoi,
,1'Hbl CETMEH T apHoi NonspHOCTK, MocC-
HCOO0BaTe/IbHO OCYLLeCTBAAOLULME Cer-

Puc. 5.1. AMepuKaHCKNIA reHeTUK 3aBaps
Hwmouc, oguH M3 KpynHeldwmnx 6M0n0ros co-
BpemeHHoCTK. MNMunoHep B o6nacTn uccneposa-
HMA TOMEeO3MCHbIX reHoB. JSlaypeaT Ho6eneBcKoi
Mpemun.

MepBbIM OLEHWN 3HaYeHWEe TOMEO3NCHbIX FEHOB B
[HAWITUM W NPUBNEK K HWUM BHUMaHWE MONEKYNSAPHbIX
Owonoros
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Puc. 5.2. Hemeukune reHeTukn KpuctuHa HioccnsauH-BonbxapaTt n 9puk Buwxayec,
OTKpPbIBLUME CerperaLnoHHble reHbl U ycrnewHo passusatoue naen d/1btonca. Jlaype-
aTbl Hobenesckoii npemuu

BPEMSI
TEHbI SOOEKTLI MYTALMM PAHHEI
SKCTMPECCHN

CrAP-reHbl

hunchback <u
Kruppel AAEPHbIX
knirps

giant

tailless

Pair rule reHbl

runt

hairy - OpHa n Ta X e -
ft7 -yacTb - 11-12
even skipped _ 3/MMUHMpyeTcs " AAEPHbIX
paired _a Kaxaom A AeneHnii
odd palred cermMeHTe

sloppy paired

odd skipped

FeHbl CermeHTapHoi
NoNAPHOCTN

engrailed

wingless YacTn cerMeHTos 13
gooseberry " 3aMelalnTcs UX ANEPHbIX
cubitus interrupts - 3epKANbHLIM neneuii
patched - oToGpaxeHnem

hedgehog

dishevelled

costal 2

fused

Puc. 5.3. Tpu rpynnbl reHoB cermeHTaumnm gposocunsl (no: Lewis, 1998)



Puc. 5.4. Cxema B3aMMOfeNCTBUI FeHOB, KOHTPOAMPYIOLLNX CErMeHTaLut0 A4p03o-
hnnbl

MeHTaLumMIo 3apogbiwa (puc. 5.3) 1 noaroTaBnMBaroLLLme NoYBy 4Nna QPyH-
KUMWOHNPOBaHMNA TOMeO3UCHbIX reHoB (puc. 5.4).

CErPETALUMNOHHBIE TEHbI. GAP-IFEHbI

CerperayuOHHbIe TeHbl MOC/Ne[0BaTe/IbHO aKTUBUPYIOT-
ca B Mpouecce MHAMBUAYanbHOro passuTtua (puc. 5.5). B nepsyto ouve-
peab akTuBMpytoTcs GAP-reHbl (OT aHr1. gap — 6peLlb, NPOJiOM, LUefb).
Nx TpaHCKpUMUWUA CTUMYNUPYeTCA NPOAYKTAMU FeHOB MAaTEPUHCKOTO
ahdpekTa, GopMUPYOLWLUMM TPAAUEHTBI B Xofe ooreHesa. OHU Hayu-
HalT YHKLMOHMPOBATb HA CUHLMTMANbHON CTaaun pasBuTus, Korga
kK 10—11-my LMKy KNETOUYHOrO fefleHnsa aapa MUTPUPYIOT K nepude-
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Yacbl nocne

onnogaTOopexna a
MepeaHuii.
bicoid n

rpaflaeHr y

Gup-reHsbl

Kruppel
knirps
hunchback
giant
tailless
huckebein

3aaHuii ©

y eHbl MaTEPUHCKOro

nanos
rpagveHT

adpekTa

eHbl ¢}
CerMeHTapHOIA.
nonspHoOCTH

FomeosncHble

Puc. 5.5. MocnegoBaTenbHan akTneauusa
cerperaynoHHbIX reHOB B OHTOreHese.

A — Kackaj reHOB, OCYLLeCTBAAIOLWMNX NpoLecc
nocnefoBaTeNbHOTO pasjeNeHns Tena pasBnBaroLLero
cq aM6puoHa Ap030(nAbI Ha CermeHTbl: 1) Havanb-
Has nepefHe-3afHAS NONAPHOCTb 3MGPMNOHA yCTaHaB
NNBaeTCs NMPOAYKTaMW FeHOB MaTepuHCKOro adek-
Ta, Nogo6HbIMK bicoid u nanos; 2) akcnpeccus reHos
(7sty?-rpynnbl noapasgenseT 3M6PUOH Ha LWIUpoKKe
30HbI; 3) reHbl Pair-rule ( Hanpumep, fiushi tarazu)
3KCMPeccMpyoTcs B CEMMU M0J0CAX, OCYLLECTBANAN AaNlb-
Helilee noapasfeneHne aM6puoHa BAONb NepefHe-3as-
Hell ocu; 4) reHbl CermeHTapHoOl nonapHocTU (Ha-
npumep, engrailed, aheKT KOTOPOro oTpaKeH Ha cxe-
Me) aKcnpeccupytoTcs B 14 y3kux Mmonockax BAOMb
nepefHe-3afHeil ocu; 5) roMeo3nCHble FeHbl, Hanpu-
mep Ultrabithorax, adekT KoToporo nokasaH Ha cxe-
Me, IKCMpeccupyoTcs B cneynduyecknx 06nactax
BONb NepefHe-3afjHell ocu; BMecTe ¢ reHamu Pair-
rule 1 reHamMu cerMeHTapHoOli MOAAPHOCTN OHU AeTep-
MUHWPYIOT UAEHTU(DUKALUIO NHAMBUAYANBHBIX CErMEH-
TOB B pa3BMBalOLLEMCA IMOPUOHE.

B —TpaHckpunThl reHafushi tarazu (ftz) nokanu-
30BaHbl B CEMM MO0CKaX COOTBETCTBEHHO CeMU napa-
CermMeHTam (y MyTaHToBftz 3TM MOAOCKM OTCYTCTBYHOT).

reHbl Fm6pugmsauma in situ Ha Lenom am6puoHe (doTorpa-
tua u3 pa6oTsl B.MepuHra, uyuT. no: Lewis, 1998)
Tabnmya 5.1
CerperaumnoHHble reHbl
Pair-rule-reHbi FeHb! cﬁ;"gi%gam” no-
hairy engrailed
even-skipped wingless
runt cubitus interruptus
fushi-taraiu hedgehog
odd-paired fused
odd-skipped armadillo
sloppy-paired patched
paired gooseberiy

pun pasBuBalOLWEroca aM6puMoHa M “MPOYNTbLIBAOT” MO3ULUOHHYIO
MHOpMaL U0, BO3HUKLLYIO 6narofaps akTUBHOCTWM FeHOB MaTepuHC-
KOro opraHusma, (GpopMupys Ha MOBEPXHOCTWU Alila CUHLMUTUR (Tabn.

5.1).

B pe3ynbTate 3TOro npouecca 3apoAbll noagpasgendaeTca Ha HECKO/b-
KO NMPOCTPaHCTBEHHbLIX AOMEHOB.
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npeccupyetca B napacermeHtax 1, 2, 3, 13 u B nepefHemM KomnapT-
MeHTe 14-ro napacermeHTta (puc. 5.5, A), reH Kruppel - B 4, 5 6 1
3agHeM KomnapTMmeHTe 14-ro, reH knirps — B mapacerMeHtax ¢ 7-ro
no 12-i (puc. 5.5).

MyTauuun Galj-reHOB BbI3bIBAIOT BbliMafeHWUA TPynn CerMeHToB
(pmc.5.6; 5.17), xapakTep WX 3KCMpeccuu WU3MeHseTCHs BO BPEMEHU,
HO 30Hbl 3KCMPECCUMN He MepeKpbIBatoTCS.

PAIRE-RULE-IBHbI

Ha ¢oHe cneyntunueckoro pacnpefeneHus npoLykKTos
gap-reHoB Nofj Ux BAUSHUEM aKTUBMPYLOTCA Paire-rule-rBHbl, KOTOpbIE
“ApOo6AT” 3apofblll Ha MOBTOPAKOLLMECS LOMEHbl LIMPWHONW MO ABa
napacermeHTa, B OfHOM W3 KOTOPbIX 3TOT reH akTWUBEH, B ApYroMm —
HeT. Yke K 14-My uukny 4po61eHNs aKTUBHOCTb 3TUX F€HOB KOHLEHT-
pupyeTcs B onpefeneHHbIX aapax. B KoHUe KOHUOB, 6narogaps QyHkK-
LMOHMPOBAHUIO TeHOB Pair-rute 3apofblll nogpasfenseTcd Ha oTAefb-
Hble CerMeHTbl. HapylweHune nx GyHKLMOHNPOBAHUA BeleT K Bbinage-
HUIO OTAeNbHbIX (Yepeaytowmxcsd) cermeHToB. OCHOBHas “3afaya”
Pair-rule-reHoB 3akntouyaeTcqd B TOM, YTOObl pacnpefennTb KeTKW Mo
14 napacermeHTaM. OHMW, O4HaKO, MMeEHT HEKOTOPOe 3HauyeHWe U B
(hOPMMPOBAHUMN TOMOBHbLIX CTPYKTYp. [Ba Pair-rule-reHa MMeloT He-

KneTouHast Gnactogepma

[Ba— K
cerMeHTs \ < MarepuHckue

reHbl ycTaHaBs-
NnBalT nepeate
3afiHue rpaguen

Napa-
cermenTsl 12345 £78 910111213

hunchback  giant kn_JJ\)Ip(enlirg;anrtb tailles

0dd—3aBI/ICI/IMbE oermembl

Pair-Rule reHbl
[eTepMUHNpYIOT
7 nonoc(napa

cermeHToB ftz wpermudm
Kaxpas) eyen—aasmcmmue OEFMEHTbI

LL LLUN)

TopaxansHble  AGAOMUHANbHbIE
cermeHThl cermenThl

Puc. 5.6. CermeHTauma B npouecce pa3sutua gposopunbl (no: Lewis, 1998).

A — npouecc pasBuUTWA Ap030(UbI COMPOBOXAAETCA (hOPMUPOBaHWEM KOMMapTMEHTOB, KOTOpbie
"0603HayalOT” CerMeHTbl W mapacermMeHTbl (y4acTKu Tena, BKIOYaloLuMe 3afHIOK NONOBUHY OAHOrO Ccer-
MeHTa M NepejHIO MONOBUHY NpUexallero cermeHTa). b — ponb MaTepPUHCKUX TEHOB B MOCNeAyloLLeM
pasBuTUM cermeHTauun. B — akcnpeccus Cnp-reHoB nogrotaBnueaeT amGpuoHa K fgeiicteuto Pair-rule-
ICHOB, KOTOpble, DYHKLNOHUPYS B MPefenblX Y4acTKOB Tena, 0603HayYeHHbIX Gnarofaps akTMBHOCTU Gap-
FCHOB. OCYLIECTBNAIOT AanbHellyo cermeHTauuio Tena, HopmMupys cemb MO0COK
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nocpeACTBEHHOE OTHOLIEHME K pacnpefefieHnto Knetok — 3to fushi
tarazu (ftz) n even-skipped (eve). 'eH ftz akTMBeH B CeMW MOJiOCKaXx,
Kaxgas WUpnHON B TpM fApa. AT MNOMOCKM COOTBETCTBYIOT YETHbIM
napacermMeHTam, KOTOpPble OTCYTCTBYIOT Yy ftz-mMyTaHTOB. KneTku, nu-
WeHHble 6enka ftz, mornbatwT, a NMUMHKK ftz yTpaumsaT abgomm-
HanbHble cermeHTbl Al, A3, A5 n 1.4. (no-anoHcku fushi tarazu o3Ha-
YyaeT pefyKLUMIO YMCNa CErMEHTOB). JIMUMHKMN eve YTPAUMBAIOT YeTHble
cermeHTbl (puc. 5.6).

FEHbl CETMEHTAPHOW MOASAPHOCTU

Pa3nnyHble coyeTaHns 6e1KOBbIX NPOAYKTOB reHoB Pair-
rule aKTUBUPYIOT FEHbl CerMeHTapHOl NONAPHOCTW.

[eHbl CErMeHTapHOW MONAPHOCTWN AETEPMUHUPYHOT rpaHuLbl KOH-
KPETHbIX CerMeHToB. MyTauuun, HapyLllauime ux GyHKLNOHNPOBaHWe,
BMIEKYT 3a CO00I HapylweHUs B pa3BUTUU OTAENbHbIX CETMEHTOB —
YETHbIX WM HeYeTHbIX, B 3aBUCMMOCTM OT TOr0, KaKoi M3 reHoB cer-
MEHTapHOI nonsapHocTu myTuposan (puc.5.7). iaBecTHo okono 15 re-
HOB CErMeHTapHOW NMONAPHOCTMW, KOTOpble (haKTUYECKM CO3[ar0T Mpo-
CTPAHCTBEHHYIO AUD(EPEHLUPOBKY BHYTPU KaX[Oro cermeHTa, no-
CKOJIbKY 06/11acTu MX 3KCMpeccuy coBMagalT C rpaHuLaMmu napacer-
MEHTOB, NofpasfenatroWwmnx cermeHTbl Ha NepefHo0 1M 3a4HI0K NOM0-
BUHbI.

Kak cnegyet u3 puc. 5.4, Bce cerperalnoHHble reHbl, nocnefosa-
TEeNbHO aKTUBUPYEMbIe B XOfe pa3BUTUS 3MOPMOHA APO30duUNbI, OKa-
3bIBalOT APYr Ha Apyra B3auMHble BAUAHUA Yepes Koupyemble UMK

Punc.5.7. leheKTbl cerMeHTaLnm Tena NMYNHOK Ap030GUbl, 06yCNOBNEHHbIE MyTa-
UMAMU reHos cermeHtauum (umt. no: Nature. 1980. V. 287. P. 796, 1980)
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NPOAYKTbl. AKCNpeccus cerperalMoOHHbLIX reHOB NoArotas/nBaeT “no-
YHY” ana QJyHKLWIOHI/IpOBaHI/IH KN 4YeBOW cCUCTEMbl FeHOB, obecneyn-
nmownx KadeCtBeHHYHO cneu,mqaleau,mm CerMmeHTOB, — CUCTEMbI TO-
MEO3UCHbIX TeHOB.
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Wonpockl Ansi NoBTopeHus

1 YTo0 Takoe reHbl cermeHTaumm? Mx knaccudukayms.
Uto Takoe Cop-reHbl?

1 4to Takoe Paire-rule-renbi?

. UT0 Takoe reHbl, CerMeHTapHON MOASPHOCTM?

5. KakoBO 3HauyeHwue cerperaumMoHHbIX FeHOB?



CnaBa wecTas

OTKPbITUE TOMEO3NCHbIX TEEHOB, X POJ1b
B PASBUTNI

YTO TAKOE TOMEO3UNCHbIE TEHbI?

Ha3BaHue 3Toi rpynnbl reHOB MPOMCXOAUT OT TePMUHA
“romeosnc”, KoTopblii Been B 1894 r. 0AUH M3 KNaCCUKOB FEHETUKM
Y.BaTcoH. lMof romeo3ncoM OH MOHMMan MpeBpalleHWe O4HON YacTu
Tena B Apyryt. FOMeo3uCHble TeHbl, C/iefoBaTeNbHO, He NpeLCcTaBnA-
0T co60i HEYTO caMOCTOATeNbHOE, HO ABASKOTCS YacTbio cneuugu-
YecKOW CMCTEMbl FeHOB, KOHTPO/IMPYHOLLMX CErMeHTauuo Tena Hace-
KOMbIX, B YACTHOCTW APO30PUABLI U APYrnX opraHW3MoB. Mpumepom
rOMeOo3MCHbIX MyTauuin fBnseTcs npeBpalieHWe aHTEHHbl B HOry
(Antennapedia) unu apuctel B Hory (aristapedia) (puc. 6.1). OAuNH BeCb-
Ma Kypbe3Hblii Cly4ail OTMeYeH B XMPYPruU4eckKo npakTUKe: € rono-
Bbl OHOr0 MawneHTa XMpypram nNpuLioch yaannTb NoJIOBOM YfeH, B
KOTOPOM MpMW TUCTOIOTMYECKOM aHann3se 06HapyXXUnnch BCe CBOWCTBEH-
Hble HOpPMa/ibHOMY OpraHy CTPYKTypbl. B0O3MOXHO, 3TO 6blf BapuaHT
rOMEeOo3MCHON MyTauun Yy YesoBeKa.

Puc. 6.1 omco3sncHaa TpaHcthopmauusa Inwc, B pesynbTaTe KOTOpPOl apucTa 4p030-
hunbl npeBpallaeTcs B 31€MeHTbl KOHe4yHocTu (no: CumoHoBa, 1998).

A — KOHTPONbHAA MyXa, BWMHA HOpManbHas apucTa: b — romcosncHas TpaHchopmalns
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FEHHBIE KOMIMMNEKCbLI ANT-C N BX-C

[OMeo3nCHble TeHbl, KOTOPbIX Yy AP030(MW/ibl OMUCAHO
MKO/I0 MONYCOTHU, KaK Y>e OTMeyanocb, KOHTPONUPYIOT Ka4vyecTBeH-
Hee OCOGEHHOCTMW CerMEHTOB W B CBOK O4epedb MoApasfensatoTcs Ha
nun komnnekca: Antennapedia-Complex (ANT-C) n Bithorax-Complex
(11X-C).

leHbl, npuHagnexawmne K ANT-C, KOHTPO/NUPYKT pasButue ro-
MOUHBLIX CErMEHTOB, B TOM 4MC/le UHTEPKaNApHOro, MakCUNNAPHOroO,
M.l ANBYNAPHOTO, NabnanbHOro, a TakXke TFpyAHbIX CerMeHToB. Mpu
y|pate ¢yHKUMM reHa Antp o61acTb Tena, BKAKOYarOLWas 3afgHI00 YacTb
MepBOro rpygHOro cermeHTta T1, BeCb BTOPOI FPyAHON CermeHT T2 u
nepefHtO0 4YacTb T3, npuobpeTatdT CBOWCTBA FOMOBHbIX CErMeHTOB,
4yTO NposiBNsAeTCA B 06pa3oBaHNM rONOBHbLIX CTPYKTYP B FPyAHOI o6na-
| rm. Hao6opoT, B ciyyae 3KTOMUYECKOW aKTUBHOCTW reHa Antp, Bbl3-
BaHHOI, Hanpumep, MyTauueil, KoTopas HapyllaeT HOpPManbHYK ANf
LaHHOW 06acTu Tena penpeccuio 4aHHOTO reHa (Hanpumep, MyTauus
WHa gain-of-function), npoucxogut obpasoBaHUe TPyAHbIX CTPYKTYpP
Ha ronose. O4YeBUAHO, reH Antp yyacTByeT B BbiGOpe nporpamm passu-
rMs B HanpaBfeHUW TON0BbI UAU TPyAu. AKTUBHOE COCTOSIHUE TeHa
Antp feTepMUHUPYET 06pasoBaHMe HEKOTOPbIX CTPYKTYp FpyAHOro
oTfena NoCpefLCcTBOM NOLaB/ieHUA Pa3BUTUA B HaNpaB/ieHUWN TOJI0BHbIX
elpyktyp. Mpn nofasneHUM 3KCNPeccun 3TOro reHa BbICBOGOXAaeTcCA
FOPMO3MBLLASACS UM CMNOCOBHOCTb K (DOPMUPOBAHMIO FOMOBHbIX CTPYK-
Typ.

eHbl Komnnekca AY-COTBETCTBHHbI 3a CNeunpuKkaLuo rpyaHbix
N 6PHOLWHbLIX CErMEHTOB.

PaccMOTpuM feiicTBME FOMEO3UCHBIX FeHOB Ha npumepe BX-C Kom-
nnekca. 3T0T KOMIMIEKC COCTOUT U3 Tpex “oThenos”: Ultrabithorax (Ubx),
OTBETCTBEHHOIO0 3a pa3BUTUE TPYLHbIX CErMEHTOB, a TakXe abdomen-A
n Abdomen-B, KOHTPONNpPYHOLWMNX AU pepeHLNPOBKY OPIOLWHbIX CEer-
MeHTOB. Bce OHM MOCTPOEHbl U PYHKUUOHUPYIOT N0 eAUHOMY MPUH-
uuny, NOTOMY pacCMOTPUM OpPraHu3aynto U PYHKLNOHUPOBAHWE TOSb-
KO O4HOr0 M3 HUX, a UMeHHO Ubx.

OCOBEHHOCTWV TOMEOS3MNCHbIX TEHOB
HA NMPUMEPE NOKYCA UBX

leHbl, BXOAAWME B COCTaB 3TOW 06MacTu reHoma, Xa-
PaKTepM3ylTCA YeTbIPbMSA 0COBEHHOCTSAMM.

1 CobpaHbl B KnacTep B He60MbLWIOM yyacTkKe 3-it xpomocombl (3R,
58.8 ea. kapThl, 30Ha 89E uMTOreHeTMUecKoli KapTbl). B aTOT KnacTep,
CHUMAaK W NI No KpaiiHel mMepe ABa NAOTHbIX AUCKA MOIMTEHHBIX XPO-
mMocom (puc. 6.2), BXOAAT cnefytolive reHbl, B NOpsafKe UX pacnono-
XXeHua: bithorax (bx), Contrabithorax (Cbx), Ultrabithorax (Ubx),
bithoraxoid (bxd), postbithorax (pbx).
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nx

bx Cbx Ubx bxd pbx
j—f1,07—j~-01008-"~01
v/
X
58,5 588 59,0
ss b\ Me

W row >3

YBenmueHHoe
n3obpaxkeHve
nakuea. 58,8
XpomocoMmbl

FeHeTnyeckas
KapTa

LLIATOFeHeTIA yeckas
Kapta

Puc. 6.2. CeHeTMyYecKas M UMTOreHeTMYeckas opraHusaumns yvactka bithorax xpomo-
combl 3 (no: Lewis, 1963)

MoHUMaHUIO (pyHKLl'I/IOHaI'IbHOFO 3Ha4YeHnAa 3TUX reHoB nomMorarT

myTauum (puc.6.3).

MyTauus bithorax BefeT K NpeBpaLLeHNI0 NepefHel 4yacTu 3ajHer-
py4un B MepefHIOI0 YyacTb cpegHerpyan. ®eHOTUNNYECKN Takue Myxu
XapakTepusyTcs HaNUYMEM ABYX HOPManbHbIX W ABYX Ae(eKTHbIX

KpblnbeB. Takue npeobpasosaHuA
“nnaHa CTPOeHMA” cBA3aHbl C AnUM-
(hepeHUMPOBKOW nepeaHeit yacTu
XYXoKanbla B NepefHIOn 4acTb
Kpblina.

MyTauma Ha LpYyromMm KOHLe Knac-
Tepa —posthithorax —saBnserca kak
6bl 4OMOMHUTENLHOW K NepBoOi U

Puc. 6.3. FToMe0o3nCHbIe FeHbl AP030dUbI.
A — BINAHNE TOMEO3UCHbIX MyTaLLMVI Ha passutue (I'IOZ

Lewis, 1963). b — uyeTbipexkpblnas gpo3oduna, Nony4eH-
Has nyTem couyeTaHus myTauuii bithorax u postbithorax (no:
Lawrence, 1992)
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06ycnoBnmBaeT NpeBpaLLeHne 3afHel YacTu 3agHerpyam B 3agHI00

uacTb cpegHerpygu. Ecnm mytaymm bx un pbx 06beAUHNTL B O4HOWA

oco6u, TO 3afHErpyfb LENMKOM NPeBpaTUTCA B CPefHerpyab, Tak
uto Myxa GyaeT MMeTb ABOIHYK CpeAHerpyab M COOTBETCTBEHHO
yeTbIpe Kpblna.

¢ MyTauus bithoraxoid cxofHa Mo NPosSBAEHUIO B PeHOTUNe ¢ pbx,
HO B 3TOM C/y4ae MepBblii OPIOWHOW CermMeHT pa3BMBaeTCA Kak
UWHerpyab M HeceT MO3TOMY XYXOKaibla u Horu. Myxa, obnaga-
TeNbHMLA 3TOW MyTauuu, KPOMe LOMOHUTENbHbIX Ae(heKTHbIX Kpbl-
NbeB (BCEro WX LWECTb) UMeeT BOCEMb HOT BMECTO OObIYHbIX LLECTU.

* Myrtauusa Ultrabithorax B romo3uroTte 06bl4HO fleTanbHa. Y HECKO/b-
KUX XKM3HecnocobHbIX 0cobeli Takoro Tvna 6bim 06HapyXXeHbI BCe
onucaHHble BbilWe AedeKTbl, MO3TOMY paccMaTpuBaemMblil CyOKOM-
HMEKC U HOCWUT Ha3BaHWe 3TOW MyTauumu.

e Y MmyTaHTOB Contrabithorax 3agHas YyacTb cpefHerpyan passusaeTcs
M 3a[iHI0K0 YacTb 3afHerpyan. Takue MyTaHTbl 3aMeTHbl MO CBOWUM
Le(heKTHbIM KPbINbAM.

2. KonvHeapHOCTb B Pacroflo>KEHUN FEHOB U KOHTPO/IMPYEMbIX UMUK
npusHakoB. [leiCTBUTeNbHO, IETKO 3aMeTUTb, YTO MOJIOXKEHNE TEHOB B
| omnnekce BX-C COOTBETCTBYET NOCNEA0BATENbHOCTA KOHTpOUpYye-
MbIX UMW OpPraHoB: nepefHerpyfb (NpoTopakc) — cpegHerpyab (Meso-
ropakc) — 3agHerpyab (MetaTopakc) — nepegHebploLlIHbIE CermMeH-
n| —3afHe6pOLWHbIE CETMEHTHI.

3. Uuc/TpaHc-3ththekT. ITO 03HAYAET, YTO LeliCTBUE ABYX MYTaHT-
lI,IX TEHOB y OA4HOI 0CO6M 3aBMCUT OT UX MOMOXKEHMUSA B ABYX POAM-

bx +
leNbCKMX Xpomocomax. Hanpumep, ocobn A NMEKT BUL MYTaHTa,

bx Ubx
nocobu PR BbIFNAAAT KaK AUKUWU TUM. DTO PasHOBUAHOCTb 3dh-

(hekTa MOMOXEHUS, "KOrga OAHW U Te e TeHbl BefyT cebs no-pasHo-
My, €CIM HaX0ANATCA B pasHbIX XPOMOCOMaX.
4. MonsipHOCTb NPOsIB/EHNs. Ta 0CO6EHHOCTL 3aK/TOUAETCs B TOM,

bxd +
4yTO, Hanpumep, TPaHCreTepo3uroTHas 0cobb b NCNbITbIBAeT B
+ pbx

pasBuTUM npespawLeHna no tuny pbx, a He bxd. TpaHCreTepo3nroThl

bx + Ubx +
— N ——T NposABNAOT cebs COOTBETCTBEHHO Kak pbx u bxd.
| pbx +bxd

WHbIMW cnoBamu, anfenu AWKOro Tuna, Nexatiue crnpasa oT My-
TAHTHOTO /IOKYCa, MHAKTUBUPYIOTCS, TaK YTO 06HAPY>KMBAET CBOE feli-
CTBME UX PELECCUBHbIA MYTaHTHbIA anfeb.
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®eHOTUMbI C yTpayeHHOI
(hyHKUMeli reHoB

lah  pegekTbl ronossl

Pb  CTpyKTypbl ry6bl 3ameLatoTcs
aHTEeHHaNbHbIMK

D/d  otcyTcTBYIOT MaHAMGYNAPHbIE
CerMeHTbl

Scr  TpaHcthopmauus T1 BT2
Antp TpaHcdopmauyma T2-T3 8 T

ANT-C cofiepXXuUT HECKO/IbKO FOME03UCHbIX H HEKOTOPbIE ApYrie reHbl

E1rO1I1115>5A, L1 T

pd Jenbedama  D/d Scr  fiz
kb 50 100 150 200 250
AHK
1 2 3 4 5 67 8
30kbl 35kbll 25kb| W, 11 HKkhE S
mPHK
TpaHckpunyma Kogupytowas o6nactb ~
MHULMMpyeTCs ¢ Ta e BO BEex uﬁg""””a'

ABYX NPOMOTOPOB  TpaHCKpUNTax

Puc. 6.4. ®yHKLNN TOMEO3UCHbIX FEHOB.

A — (YHKLMA TOMeo3nCHbIX reHoB Komnnekca ANT-C o6ecneumBaeT “naeHTUUKALUIO” 6GONbLWINH-
CTBa MepefjHUX CErMEeHTOB MyXU; leHbl BapbMpYIOT B pasMepax W MepemexaloTcsi APYrUMU reHamu; reH
Antp —ou4eHb 60NbLWION U UMeeT anbTepHaTUBHbIE POPMbI aKcnpeccun (no: Lewis, 1998). b —reHeTnyeckas
perynauns reHos komnnekca bithorax (Mogens /lbtonca)\ BTOpoii TopakanbHblii CerMeHT ABNseTCA 6a3nNCHbLIM;
B KaXAoM nocnegytoliem (6onee KayAanbHOM) CerMeHTe aKTUBUPYeTCH [OMONHWUTENbHbI reH (reHbl); B
TepMUHANbHOM BOCbMOM OPIOLWIHOM CerMeHTe IKCMpeccupyloTca BCe reHbl (mo: Spierer et a/., 1995). B —
nokyc bithorax (BX-C) umeeT Tpu KoaupyloLwmx eAnHuLbl. Cepus perynsaTopHbIX MyTauuii feicTByeT Ha
nocnegoBaTeNbHble CErMeHTbl Myxu. CaiiTbl PerynaTopHbiX MyTauuii 0603Ha4al0T 061acTi, BHYTPU KOTOPbIX
[eneHnmn, NHCepLuMn 1 TpaHcnokauuu GopMupytoT gaHHblil peHoTun (no: Lewis, 1998)
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MyTauum yTpatbl yHKLMiA MyTauun ytpatbl PyHKLWiA

abx nepexog T2P/T3A a T2 -iaiS nepexos A6 e A5

«iab5 nepexog A5 B A4
bx nepexog T3A e T2A

eiab4 nepexog A4 B A3
bxd nepexop AlA B T5A 1 \
m\iabS nepexog A3-6 B A2
Effects of as-acting mutations

on transformations Jab? nepexog A2A B Al
of body parts \ V Y=Y
chx obx bx bxd pbx iab2 iabS iaM iab5 iabSiab!"iabS,9
Myrayun 1ZM ff T ul irupg
« M " - f
MyTaunm,cBa3aHHble C MyTauun,cBasaHHble ¢
akcnpeccueit Ubx akcnpeccueii AbdA.B
Ubx aid.A AbdB
L-liJ <Nn=
TpaHcKpUnTbl
32Kb <w
4.3Kb <

% re

TpaHCKpUNUMs  KOAMPYIOLLNX
evHiL, B 3Mm6proreHese

F’MMOTE3A 3.JIbIOMCA O MEXAHU3ME
PYHKUMNOHNPOBAHWA TOMEO3NCHbIX TEHOB
1 EE 9BOJ/IIOLMOHHbBIA CMbICA

MepeyncneHHblie Bbille 0COBEHHOCTU FOMEO3UCHbIX re-
HOB, €CTECTBEHHO, AO/KHbI Obl/IN HANTM Kakoe-TO 06bACHEHUE B Tep-
MUHax peHOreHeTUKN. Takoe 06bACHEHME 6bIN0 NPesnoXeHo 3.J1blo-
nucom, naypeatom Hobenesckoii npemun m3 MacaguHbl. OH ucxogun
in AByx noctynatos: 1) cepusi MyTaHTOB bithorax HamoMuHaeT onepoH
bnkTepwii; 2) annenn UKOro Tuna NpogyLMpYHT BewecTBa, galoLne
MopdoreHeTUYeCKNn apeKkT, Torga Kak MyTaHTbl HE CMOCOBGHbI CUH-
Te3nposaTtb Ux. Hanpumep, annenb pbx 06ycnoBnnBaeT CMHTE3 BeLle-
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cTBa Se, bx—Saun 1.4. MpoAyKT e+(MNKn a*) nofaBnseT NoTeHUUanbHOE
pa3BuTMe 3afHerpyam no TUnNy cpefHerpyauv, NpoAykT reHa bxd no-
faBnsgeT NoTeHUManbHoe pa3BuTme 1-ro GpPIOLWHON0 CermeHTa no Tuny
3afiHerpygau v T.4. (puc. 6.4)

EcTecTBeHHO, yTpaTa CNOCOOGHOCTM CUHTE3MPOBaTb WMHIMOUTOPSI
NMOTEHLMaNbHOro Mop@oreHesa BefleT K OCYLLeCTB/EHUIO NOfaBeH-
HbIX popmMoo6pasoBaTenbHbIX TeHAeHUMWIA. CBNAETENLCTBOM B MOJb3y
JaHHON runoTesbl ABNAETCA OTCYTCTBME 3((PeKTa AaXe HeCKONbKUX
03 MYTaHTHOrO reHa, e€cniM B reHOMe MPUCYTCTBYeT XoTa 6bl OfUH
annenb GUKOro Tuna.

MpegnonoxeHue 3./1blOMca HECET ONpPeaeseHHbI 3BONKOLUOHHBIA
cMbicn. JeicTBUTeNbHO, MyTaunua bxd -» bxd*MoxeT 6bITb aHanormMy-
Ha Tem, KOTOpble 06YC/NI0BUAN B UCTOPUYECKOM MPOLLIOM MpeBpalle-
HWE MHOTOHOXEK B MPefKOB COBPEMEHHbIX LWECTUHOTUX HACEKOMbIX,
T.e. CHavyana 6ploLWHbIe CerMeHTbl NPeaKoB 06pa3oBbIBaNN Topakasb-
Hble CTPYKTYpbl, HO MyTaumus Tuna bxd -» bxd+nogasunia 3Ty cnoco6-
HOCTb. MyTauma Tuna bx -» bx+morna NpPUBeCTU Ha KakoM-TO 3Tane
3BOJIIOLMOHHOIO pa3sBuTUSA K NPEBPaLLeHNI0 YeTbIPexXKpbINoro npegka
B ABYXKpblioro. CnefoBaTenbHO, 3a4aTky (Hanpumep, UMarmHanbHblie
OVUCKW), hopMUpYIOLLMe CETMEHTbI, NepBOHAaYanbHO o6naganu Wupo-
KWUM NOTEHLMAaNoM pasBUTUS, KOTOPbIA Obln CyXeH nocnefoBaTeb-
HbIM PAAOM MyTauuid, NOAO6HO TOMY, KaK B XO4e OHTOreHesa ocylle-
CTB/IAIETCA NOCNef0BaTe/lbHOE CYXeHWe (HO C MOMOLLbIO 3MUTEHETU-
YeCKMX MEeXaHU3MOB) MPOCMNEKTUBHbIX MOTEHUMIA. 3TOT cnocob
MCTOPMYECKOTO pPasBMUTUSA ABMIAETCA XOPOWWM MPUMEpPOM eAuHCTBA
OHTO- U dunoreHesa. OHO OCHOBbLIBAETCA Ha efWHCTBE HAC/IeCTBEH-
HOro maTepuasna, peanu3ylolWwero n OHTOreHeTUYECKy, U hunoreHe-
TUYECKYI0 MporpamMmmbl. B HEKOTOPLIX C/lyyasx romeosunca npumMepHo AceH
M TOT NYTb OHTOTEHETMYECKUX NPeo6pa3oBaHnii, KOTOPbIA MOT UMETb
3BOJIIOLMOHHYI0 3HAYMMOCTb. Tak, 06pa3oBaHue 13 3a4aTka Kpblia XyX-
Xaney (ranbTepoB) 06BACHUMO CHUXKEHWEM YPOBHA Mponudepaunu B
KPbIIOBOM MMarmHanbHOM AMUCKE. YMeHblleHWe yucna LUKI0B Npo-
nudepaymm mMorio B JaHHOM C/ny4vae NMPUBECTU K TOMY, 4YTO AN1a obpa-
30BaHUsA Kpbljla NPOCTO HexBaTano KJeToK.

Takum 06pa3oM, CMbIC/T FOMEO3UCHbIX My Tauuii — U3MeHeHMWe niaHa
WHAUBMAYANbHOIO PasBUTUS C BOSMOXKHbIM (PUMOFEHETUYECKUM BbIXO-
[OM.

M3 runoTesbl 3./1bl0Mca BbITEKAIT CNEAYIOLLNE BaXKHbIE CMEACTBUS.

e B camom BX-C kak G6bl mpeopmMupoBaHa CTPYKTypa CErMEHTOB
(MPUHLMN KONMHeapHOCTM). Peanusauyuio nnaHa CErMeHTapHOro
CTpoeHMs obecrneynBaeT cama hyHKLMOHaNbHAs OpraHm3ayus aToro
CNOXHOro NoKyca.

e KaxXablii reH, KOHTPONUpYH LW KA 0COGEHHOCTU CTPOEHWS CETMEH-
Ta, AO/MKEH (PYHKLMOHUPOBATbL NMOCEFMEHTHO, €r0 MPOAYKTbI A0/-
XKHbI BbISIBASTHCA B TKAHAX COOTBETCTBYIOLLMX CETMEHTOB.
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e KoopAVWHMpPOBaHHOEe (DYHKUWOHMPOBAHME TeHOB BX-C W apyrux
FeHOB CErMeHTauWW npegnonaraeT HajuuMe Kakux-To perynsarop-
HbIX YYACTKOB, 06ECMeYnBalOLLNX TaKyl0 KOOPAMHALUIO.

e Konb ckopo npegnonaraeTcs 3BOJIKOLUOHHbLIA CMbICT FOMEO3uC-
HbIX FT€HOB, OHU AO/MKHbI GbITb BLICOKOKOHCEPBATUBHbI, U MPUHLM-
Mbl FTEHETUYECKOTO KOHTPO/A CETrMEHTAL MU, OCYLLECTB/ISEMOrO UMU,
LOO/MKHbI GbITb YHUBEPCANbHBIMU, MPUCYLLUMK CaMblM pasHoo6pas-
HbIM NPeACTaBUTENSAM XUBOTHOFO MMpa.

MONEKYNAPHO-TEHETUYECKUM AHANN3S
FTOMEO3UNCHbIX TEHOB

MpepcTtaBneHna 3.Jlblouca 6biny 6necTsle NOATBEPXAEHbLI C NO-
MOLLbI0O METOJ0B MONEKYNAPHONW reHeTukun. B 1981 r. B rpynne amepu-
KaHCKOro monekynspHoro 6uonora f.XorHecca 6bin BblgeneH 60nb-
woi ¢parmeHT AHK pasmepom 200 kunob6as (1 k6 = 1000 map HyKne-
(IrngoB), cogepxawuin BX-C. Bbblna nocTtpoeHa pecTpuKTHas KapTa
*TOr0 (pparmMeHTa, T.e. C MOMOLLbLI PAa3/IMUHLIX PECcTpPUKTas — dep-
MeHTOB, pacwennarownx AHK, yganocb “pacwenutb” ero Ha MHO-
YKECTBO KYCOYKOB Pa3HOM ANMHbI. 3TO MO3BOMIO:

* M3Yy4YUTb C NOMOLLLIO 3NeKTpodhopesa U CMEXHbIX MEeTOLOB CTPYK-
Typy AHK y pa3HbIX MyTaHTOB ¥ OMpefefinTb, HACKO/bKO OHa pas-
NMyaeTcs, COAEPXUT NU feflelun Uan BCTaBKU U B KAKOM Yy4yacTke
pacnonoxeHbl BX-C,

e C nomouwblo rubpuamsaumnm insitu ¢ AHK noamTeHHbIX XpOMOCOM
nccnefosath pacnpefeneHmne pasinyHbiX U30NMPOBAHHbLIX YYaCTKOB
OHK Ha uMTonornyeckom kKapre;

* C MOMOLWbLK TMBpMAN3aLMN KNOHMPOBaHHbLIX parmeHToB AHK ¢
npenapatamu PHK wnnn Ha cpesax in situ BbIIBUTbL pacnpefeneHue
KOMM/IEMEHTAPHbIX TPAHCKPUNTOB MO TKaHAM W BpemMs UX Mnossfe-
HUA.

3 N310XEHHOT0 MOXHO cfiefiaTb PSS BaXXHbIX BbIBOAOB.

m Oo6nactb (nm gomeH) Ubx paccmaTpuBaeTcsa KakK CNOXHbI NOKYC,

XapaKTepmn3yrLwuincs NATbI0 KnaccaMmyu MyTaunid: anterobithorax (abx),

hx, Ubx, bxd, pbx. B 3ToOM floKyce 06Hapy>eHO ABa Tuna TpaHCKpunuyu-

OHHbIX efnHUL: BHYTpU LUX-eAMHMLbI KapTUMPOBaHbl MyTaumun bxd un

> Mogasnstowee 601bWMHCTBO MyTaumuii BX-C cBA3aHO CO BCTaBKa-

MW WUNW Bbipe3aHWeM MOOUMbHbLIX FeHeTUYecKux anemeHTos (MI3).

Mpu atom pgeneuma MI3 B ofHOM NyHKTe BX-C MOXeT COMPOBOX-

[aTbCs BCTABKOW 3TOr0 XXe 3/1eMeHTa B pyroe MecTo Komnaekca. Ha-

npumep, MyTauus pbx Bbi3biBaeTca geneuumei yyactka AHK gnuHoii

17 k6, a Cbx —nHcepumeii ngeHTUUYHOro dparmeHTa. Takum o6pasom,

HU MyTauWm JalT Kak 6bl NPOTMBOMONOXHbBIA 3(heKT: pbx npespa-

LL,aeT 3aHI0I0 YacTb 3a4HErpyan B 3afHIOI0 YacTb cpeaHerpyau, a Chx —

TAHIOI YacTb CpeHerpyAn B 3afHIOI0 YacTb 3agHerpyam. Bo3moxHo,
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onucaHHblii hparmeHT AHK gnuHoi B 17 K6 KOAMpPYeT HanpaBneHue
pasBMTUA 3aKNagok.

m  [lpun aHanmse yyactka AHK B 70 k6, cogepxawero Ubx, 6bis10
BbISB/IEHO €r0 3K30H-UHTPOHHOE CTPOEHME; BONbLWNHCTBO WHTPOHOMN
MMEKT pasMepbl B HECKO/IbKO KW106a3, camblii 60nbwoin — 20 K6.
MepBUYHbBIA TpaHCKPUNT — 60/bLIOK, 3aTeM OH MpoueccupyeTcsa (pas-
6uBaeTcs) Ha Tpu (hparmMeHTa pasmepamun 3,7; 4,3; 4,7 k6.

m  Bpewms nepBOro nosBAeHMS TpaHCKPUNTOB BX-C 04YeHb paHHee —
yXe Ha 2—4-M Yacax Mnocfie OMog0TBOPeHUA fAiiua, T.e. Ha cTaguu
6nactogepmbl, Korga MpoMCXOAUT MpoLecc MepBUYHON LeTepMUHa-
LMW TKaHeBbIX 3aKnafoK. Takum ob6pa3om, reHol mopdoreHesa QyHk-
LMOHUPYIOT KakK 6bl C onepexeHwem, 3af0Nro 4O OCYLeCTBEHUSA
KOHTPO/IMPYEMbIX UMW (hOpMO06pa3oBaTeibHbIX COBbLITUIA.

Ha OCHOBAHWMN WM3N0XEHHbIX AaHHbLIX MOXHO MPeAnonoXuTb, 4TO
CYTb KNeTOYHON fJeTepMMHALMU 3aK/OYaeTcd B CO3JaHWM natTepHa
TPAaHCKPUMUMWOHHO aKTUBHbIX IOKYCOB, CMeLUUUYHOro 418 AaHHOW
TKaHu WAN KnetoyHoro tuna. OfHaKo onpefeneHHOro MOMeHTa 3ToT
cneunuyecKnini pucyHoK PyHKLMOHaNbHOW OpraHu3aLum reHoma He
MMeeT BbIX0Aa B CMeuupunKy KIeTOYHOro eHoTUna, MOCKOAbKY Ans
aKTUBHOW MNpPOAYKLMW TKaHecneungpuueckmx BelecTB Heob6XxoLMMO
HanMume CAOXHOro annaparta 6enK0BOro cmHTesa. Cnegyowmnii 3a Kie-
TOYHOW feTepMUHaL el NepBbli 3Tan KNeTOYHON And(hepeHLMPOBKHY
ABNAETCHA, BEPOATHO, NPOLECCOM HecneuupUYecKUMm, HanpaBieHHbIM
Ha (hopMMWpOBaHMWE TaKOro amnapaTta, W COMPOBOXAAeTCA BbICOKOWA
TPaHCKPUMLMOHHON aKTUBHOCTLIO FeHOB house-keeping,

a  Kak v npegsugen 3.J/Ibtonc, roMe0o3nCHble TeHbl PYHKUUOHUPYIOT
noescemecTHO. Mpu 3TOM OKa3anoch, YTO 06pa3yemMblil UX TpAHCKPUM-
TaMn “TUTPOBbLIA” PUCYHOK BO3HMKAET OYeHb paHo, A0 YeTKOro npo-
ABMIEHNA NPU3HAaKOB camMoi cermeHTauuu. Hanuuo, Takum obpasom,
euie OAUH NpuUMep CBOE0OPa3HO XMMMYECKON npedopmaLnu.

B DKCNpeccua roMeo3nCHbIX FeHOB TKaHecneunguuHa. Tak, reH Ubx
TpaHCKpMOUpyeTCs B 3KTOLEPME U €e NPON3BOAHbIX. B MbllwLax nocer-
MEHTHAs 3KCMpPeccuMa MeHee BblpaXKeHa, B 3HTOAepMasibHbIX NMPOU3-
BOAHbIX ee HeT. Mpu rnbpmuamsaumnm in situ Ha cpesax HOXHbIE UMAru-
Ha/bHble AUCKM B 3TOM C/ly4ae MeYeHbl, KpbljioBble — HeT. 10 Bcel
BEPOATHOCTU, CErMeHTONOAOOHOe pacnpefeneHne HEKOTOPbIX n3odep-
MEHTOB B OpraHax M TKaHAX Ap030(ubl CBA3aHO C PYHKLUWE reHoB
CermMeHTauuun, B TOM YMC/IE N TOMEO3NCHBLIX FTEHOB.

m bnarogaps mMeTojam reHHO MHXXeHepuun yaanoch BbIABUTL pacnpe-
feneHne NPOLYKTOB FOMEO3WCHbIX FTEHOB. OTW MPOAYKThI, COfgepXa-
Wwuecs NpeMMyLecTBeHHO B AApax K/eTOK, N0Kanu30BaHbl KOppenu-
POBaHHO C TPaHCKPUMTaMu, NpU 3TOM XapakTep UX KayeCTBEHHOro Uu
KO/IMYECTBEHHOrO pacnpefeneHunsa 3a4acTyl Peryinpyercs reHamu,
pacnonoXeHHbIMW B Npefenax 4aHHOro KoMmmaekca.
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I'uc. 6.5. ToOHKas CTpyKTypa rome-
noOokKca.

1 2 3
[oMeo3MCHbIe MyTaL M NPOUCXOAAT B re- O C M D

H:Y koaupytownx cneynanbHblii Knacc TpaHc-
*PUMHWUOHHBIX (haKTOPOB. 3TN GeNKn POACTBEH-
Hbl MbICOKOKOHCepBaTUBHOMY [ HK-cBA3bIBa- w M n
"UNCMy [LOMeHY — roMeo60oKcy, KOTOpbli
UMUISICH NPaKTUYecKy y BCeX 3yKapuoT, Hauu-
H/M OT iPOXOKEN 1 KOHYas YenoBekom. 60 amMmu-
HOKWNCNOT rOMe0/j0MeHa OpraHn3oBaHbl B Crne-
untunyeckunii JHK-cBasbiBaloWNit MOTUB, CO-

KMNUMiA M3 Tpex OCHOBHbIX anbda-cnupanei,
mk nokasaHo Ha CTepeorpamme, U3 KOTOPOI
*K-flyeT, 4T0 romMeo60KC COOTBETCTBYIOLLErO
I. VKa Ap030(Unbl KO-KPUCTaNIM3yeTcs Co CBA-

uwMLKALYM caiiTom.

A — cxema cTpoeHusa reHa, MPHK u 6en-

«it Antennapedia (no: fonaya, 1998): a — reH

\i\lcnnapedia\ 6 —3k30HbI (1—8), TpaHCcKpWN-
n.| KoTopbiXx 06pasyt0T MPHK (3awTpuxoBaH-
HO/ tOHa -I- TOMe06OKC, YepHas — TpaHCnu-
[lym»H o6nacte MPHK), B, I — CTPYKTypa to-
M.OAOMEHI (Kpy>XKaMu 0603Ha4eHbl aMUHO-
MNNOTbI, MPAMOYTONbHNKAMU — CUpPanbHble
*hyKTypbl FrOMeofoMeHa). b — cTepeorpamma,
in MOHCTpUpYtoLwWas, Kak Tpu anbtha-cnupanu
1 N-TepMUHanbHOE MIeY0 OpPraHM3oBaHbl B
komnnekce romeobokc-AHK. 3Ta gnarpamma nokasbiBaeT TONbKO OCHOBHble aToOMbl 6enka. Kaxgblii gecs-
H.iM OCTaTOK HyMepyeTcs, Korga napbl ocHoBaHuii 10, 15 n 20 cBA3biBalOLLEro caiiTa Ko-KpucTanansyTes
 MenkoM. B — cxema, CymMmMupytlowas B3alMOOTHOLEHMA anbda-cnupant u N-TepMUHANLHOrO neya ¢
*MOTCTCTBYlOLW e 30HON ABycnupanbHoit AHK. LiunuHapbl npectaBnsioT anbda-cnupan, NeHTbl — ca-
npo-toctatHyto ocHoBy [HK, ropusoHTanbHble NOAOCKM — napbl HykneoTugos (mo: Kissinger et ai,

1 S
OFIH -MO

Fomeo6oke
72 3 4 5 87

FTOMEOBOKC M TOMEOJOMEH

OC06eHHO BaXHbIM OTKpbITUEM OblN0 06HApYy>XeHue B
X30Hax BCEX NPOK/OHUPOBAHHbLIX TOMEO3UCHbIX FEHOB (M 6ONbLUNH-
. ilia reHoB cermeHTauun) BbICOKOHCepBaTUBHOW o6nactm AHK u3
ISO nap OCHOBaHWii. 3Ty KOPOTKYK NOcCnepoBatenbHOCTb B.lepuHr
Hassan romeo6okcom. COOTBETCTBYIOLWAA MOcC/ef0oBaTelbHOCTL M3 60
MMUHOKUCAAT B KOAMPYEMbIX 3TUMK reHamu 6enkax, oboralieHHas
aprMHUHOM U NU3MHOM, Obina 0603Ha4YeHa TEPMWHOM TOMEOLOMEH.
lomeogoMeHbl SBAAKTCA COCTABHOW 4acTbto 6ENKOB-PerynsaTopos
(DNHCKPUNUUM W NPpUHAANEXaT, CnefoBaTe/lbHO, K YUCY aKTUBUPY-
IOLWMX TpaHcKpunumio akTopos. OHU XapakTepusytoTcs crneuunduyuec-
KON CTPyKTypoW (puc.6.5) Tuna “cnupanb-nosopoT-cnupans” (helix-
inrn-he'ix — HTH), koTopas 6bina BrnepBble 06HapyxeHa y AHK-
i 13blBalOLWMX GeIKOB NPOKapuMoT WU, OYEBUAHO, BbINOMHAET CXOAHbIE
(MYHKLUW Y 3yKapuoT. AMUHOKUCNOTHBIE NOC/ef0BaTENIbHOCTN FOMEOD-
LomeHa obpasytoT Tpu anba-cnupanu, nNpu 3TOM nepsas WM BTOpas
pacnosioXeHbl aHTUNapanfieflbHo, a TPeTbA MNOYTWU MO NPAMbIM Yr-
[OM K HUM. BTopas n TpeTba cnupanu romMeofoMeHa BXOAAT B COCTaB
MTH. TpeTba cnupanb, pacno3Hawlas, B3auMOLENCTBYET C MOMEKY-
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Puc. 6.6. PaioHbl jk
cnpeccun oTAeNbHbIX IC

Xenopus AbdS HOB HOX MoKasaHbl 4u
Tpex XopAoBbIX, YneHnNC
Muiws U Nawyeruk ph TOHOroro, HemaTofbl W
~ mJlabpb Dfd ScrUbxAbdB eve) KONb4yaToro 4epss (|'|0
Slack et al., 1993).
XXWBOTHbIE U3 faneko pn
. . 30WeAWNXCA B X04e 3BONIOLMUN
Drosophila. Ubx j ' TAKCOHOB MMEIT reHbl slox,
Nusska Ubx o

npu 3TOM KaxAbll reH Hox ak-
Hemartoga Ubx cnpeccupyeTtcs B YeTKUX Npo
CTPAHCTBEHHbIX FpaHuLax u

X0fje pasBUTUA 3apofbllua
HOX1.9 HOX1.8 HOX1.7 HOX1.1 HOXZ2 HOXL3 HOX14 HOX15 HOX1.11 HOX1.6 Mbilb

-0 — T ~a-T - rey

HOX1J HOX1l  HOXIH  HOX1G HOX1A HOXIS HOXIC HOXID  HOX1B  HOX1K Yenosek
HOX.5 HOXr.4 HOXI.3 HOXI.I MOXr.l HOXT.6 HOX2.7 HOXT.a HOXI.3 MbiLLb

HOX2£ HOX2D HOX2C HOX2B  HOX2A  HOX2I  HOX2G- HOX2H HOX2I Yenosek

HOX5.7 1OX3.6 HOX3r M0X3.1 HOX3.3 HOX3.4 Mbitb
Ww -C3-Nb HOX3
HOX3& HOX3F HOX3H HOX3I HOX3B  HOX3A HOX3C HOX3D HOX3E Uenosex
HOX4.8 HOX4.7 «0X4.6 HOX4.5 W0X4.4 HOX43 HOX4.2  HOX4.1 HOX4.9  Mbiwb
LL,— Hox4
MOX4B  HOX4A HOX4&  Yenosek
Vil Vil IX X X1 X1 X1

Puc. 6.7. Knactepbl reHoB Hox y yenoBeka u mbiwun (no: Murtha et al., 1991)

noii AHK wn pacnonaraetca B ee 60/1blW0 60po3aKe. AMUHOKMCAOT-
Hble OCTaTKM N-TEpMWUHaNbLHOI0 KOHLA roMeofoMeHa “yknagblBaroT-
ca” B manoi 6oposgke OAHK. TMocnegHsas cnupanb rOMeofOMeHa
Antennapedia npeacTaBneHa NM60 eAUHON CTPYKTYpPOW, nnbo AByMmS,
obpasytowmmMmn cnabolii nepern6.

FoMeofOMeHbl MOTyT 6biTb BK/HOYEHbl B COCTaB FEHOB, KaK CO-
6paHHbIX B KflacTep, Tak U JUCMNEPTrUPOBAHHBIX N0 FeHoMy. B.T[epuHr
pasgenun “knactepupoBaHHble” roMeoOMeHbl AP030MP ULl Ha 6 Knac-
coB: labial, proboscipedia, Deformed, Sex comb reduced, Antennapedia
(kypa Bknto4veHbl reHbl Antp, Ubx, abd-A) n Abd-B. iucnepcHble rome-
0f0MeHbl nofpasfenaioT 6onee yem Ha 16 knaccos. [MokasaHO, 4TO
roMeoflOMeHbl UMEIT creynpnuyeckoe CpPOACTBO K OMpPefeneHHbIM
yyacTkam OHK, KOTOpble 04YeHb 4acTO XapaKTepu3ykTCs Halnvyuem
nocnegosatenbHoctn TAAT. OTMeYeHO, 4YTO TOMeo4OMEHbI OA4HOI0 U
TOro e Tuna MOryT B3aMMOLENCTBOBaTb C pa3HbIMW caTaMun CBSA3bI-
BaHus AHK n, Hao60poT, pasHble rOMeOAOMEHbl MOFYT B3auMOAel-
CTBOBaTb C OJHUM W TeM >XXe cailTom cBa3biBaHUA AHK.

AKTUBUpPYIOLLAA TPaHCKPUNLUUK (YHKLUA TOMEOLOMEHOB MOXeT
6bITb MOAUGDMLMPOBAHA B3aUMOAENCTBMEM TOMEOAOMEHOB C APYTUMU
6eNKOBbIMW MOJIEKYNaMMU.

110



Puc. 6.8. 9kcnpeccusa ro-
MCO3MCbIX FEHOB Y NpejcTaBn-
KNnei pasHbIX TAKCOHOB.

A —naTTepH 3KCNpeccumn rome-
0 LWICHBIX FEHOB AP030(UNbI 1N MblLLK
(no: Lewis, 1998). Beepxy, akcnpeccus
M>MEO31CHbIX TEHOB B 3nujepmuce
*M6pKoHa Apo3odunbl B Bo3pacTe 10
*[1COB; TOpaKanbHble (FPyAHbIe) 1 ab-
[OMWHaNbHble (GPIOLWHbIE) CEerMeH-
n.| o603HaveHbl T1-T3 u A1-A8. BHu-
I akcnpeccus romMeosuUCHbIX reHOB
Mnxb B LeHTpanbHO»! HepBHOW cuc-
[rMme am6puoHa MblwK B Bo3pacTe 12
AHeiA. MpepbIBUCTbIE NMUHUM — pac-
MpoCTpaHeHKe 3KCNPeccUn B Kayaasb-
HOM HanpasneHun. O6paliaeT Ha cebs
HMUMaHUe, YTO B PasNYHbIX OTAENax
PLUBMBAIOLLITOCH MO3ra MbllUW Mepe-
pbIBaO TCA aKTUBHOCTM pasHbix Hoxb-
ICHOB.

B — KonnHeapHbIi NpuHLMN Op-
THMW3aLWW U IKCMPECCUU TEHOB Y
Lpo30tunbl (BBEPXY), MbIWK (B LEHT-
pe) > uepBa Ccienorhabditis elegans
(ttHu3y)

[lposodhuna
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Fomeobokccogepauime reHbl (C MOBCEMECTHbIM COXPaHEHMEM
NPUHLMNA KONIMHeapHOCTH) Bbinn HalifleHbl NPaKTUUYECKUN Y BCEX XN
BbIX OpraHn3MoB (ry6ok, rugpbl, MMABOK, HEMATOA W A4p.), YTO U MOXHO
6bIN10 OXMKAaTb, YUMTbIBAA WUX Perynumpylowme npouecc TPaHCKpun-
unm hyHkumm (puc. 6.6). 3T reHbl 60rato NpeacTaBfieHbl Uy MIEKO-
nuTaloWwmnx. FomeoboKccoaepxallyue reHbl, KOTOpble cobpaHbl y npes-
CTaBMTeNeli 3TOro Knacca >XMBOTHbIX B KNacTep, MPMHATO B HAacTof-
Wwee BpemMsa HasbiBaTb AOX-reHaMmu. OHU 0COBEHHO XOPOLLO U3YYeHbl Y
MbILW U YesnioBeKa. B reHome mnekonuTallWwmx obHapyxeHo 38 HOX-
reHoB, cobpaHHbIX B 4 knactepa (puc. 6.7) Knactepbl 3aHumakT 06-
nacTb NpuMepHo No 120 k6 KaxAblil U PacrnofioXeHbl B YeTbipex pas-
HbIX Xpomocomax: y mbiwn — 11, VI, XI, XV, y yenoseka — Il, VII,
XIl, XVII. PacnonoXxeHne reHoB B KnacTtepe B OCHOBHOM COOTBET-
CTBYeT pacnosioXeHUo roMoIOrMYHbLIX FTeHOB B XpOMOCOMax Apo30odu-
nbl (puc. 6.8). Mpwu aToM, €CNn rOMOIOTUYHbIE TEHbI 3aHUMAIOT OANHa-
KOBOE MOJIOXeHWe B XPOMOCOMaX XXUBOTHBIX pa3HbIX BUAOB, WX Ha3bl-
BalOT OpTOMOrMYHbIMA. EC/IN Xe reHbl 04HOT0 BUAA XXUBOTHbLIX 3aHUMAIKOT
O[IMHAKOBYIO MO3MLMIO B Pa3HbIX KnacTepax WU XapakTepusyTca Hau-
6onblieil romonorvei, ux HasblBaloT napanornuHswn. Kak cnegyet u3
puc. 6.7, yetbipe knactepa HOX-reHoB NO3BOHOYHbIX UMEIOT CXOLHYIO
opraHusauuio, Tak 4To B KaXAOM Knactepe umeetca 13 MAEHTUYHbLIX
no3nLmi.

POJ/Ib TOMEOBOKCCOJAEPXALLWMX MTEHOB
B PA3BUTVN MNEKOIMANTAKOL X

KakoBa ponb Hox-reHoB B aMOpuoreHese MaeKonuTaro-
Wnx? Ee MOXHO BbIACHUTb NyTem 6/10Kafbl PYHKLNOHANbHOW aKTUB-
HOCTW COOTBETCTBYHOLUX FEHOB UKW MYyTEM UHAYKLWUWU WX 3KTOMUYEC-
Kol akcnpeccun (hPyHKLMOHMPOBAHUA B HeOBGbIYHOM MecTe). PaHee
4NS NOJaBAeHNA 3KCNpeccun KOHKPeTHbIX FeHOB MCMonb3oBanu obpa-
60TKY aMOpPMOHANLHOTO MaTepuana aHTuTeNamu NPoOTUB COOTBETCTBY-
IOLWMX TFeHOMPOAYKTOB, B HacTofllee BpPeMa Bce 6oJfiee pacnpocTpa-
HEHHbIM CTAHOBUTCA TaK Ha3blBaeMblii MeToA HokayTa (knockout) —
3ameLlLeHne HOPManbHOro annens MyTaHTHbIMU. 3TO LOBOMLHO CNOX-
Hbll MeTog, Tpebylowmii MHOrO BPEMEHU, HO 3aTO OYeHb TOUHbLIA K
ahekTMBHbIA. MpuHLMN ero npeacTasieH Ha puc. 6.9.

Ha nepeom 3Tane NepeHOCAT LOMOMHUTENbHbIA CENeKTUPYEMbIi
MapKepHbI/i TeH B TpaHCheunpyowWwyl nnasMmay B Takoli nosuvuuu,
YTO ero aKCnpeccus NPOUCXOAUT NULWb NPU NPaBUIbHOM BCTpauBa-
HUW BEKTOPHOI NocnefoBaTe/lbHOCTU B reH-MuULIeHb. Hanpumep, map-
KEPHbIA FeH YCTOWYNBOCTA K HEOMULMHY (neo), NOMELLEHHbIA B WH-
ceptupyemblin ¢parmeHT AHK nnasmugbl 6e3 cO6CTBEHHOTO MPOMO-
TOpa, MOXeT 3KCMpeccupoBaTbCA TOMbKO 6yAyun Nof KOHTPO/EM
APYroro npomotopa XxpomocomHoin AHK. Ons 3T0ro nHcepuus ak3o-
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K-Toh AHK gonxHa nponsoiiTv B 06nacTb reHa-muweHn 6e3 casura
pamKu CYMTbIBaHUA. Mpu cnyyanHon uHTerpaunm MapKepHbIil reH He
Oypet akcnpeccupoBaTbes. Torga oT60p YCTOWUYMBBLIX K HEOMULMHY
1MOPUOHANbHbLIX CTBOMOBbLIX KNEeTOK (KOTOPble WUCMNOMb3YKTCA B 3KC-
nepvMeHTax Takoro poja) NPUBOAWUT K YBE/IMYEHUIO YACTOTbl KJO-
noBs, r4e NMpPou3oLLsia roMosiornyHas peKoMmouHauunsg Mexagy 3K3oreH-
Holi 1 reHoMHOW AHK 1 HOpManbHbIA annenb 6bin 3aMelleH MyTaHT-
HbiM. HY)XHble KOTOHUK, KaK NOKa3aHO Ha PUCYHKe, U30/IMPYIOT, 3aTeM
n i uux BblgenaoT AHK, npoBepsAlOT ee Ha Hanu4ue HYXXHOI nocne-
posatenbHocTM OHK, WHbeumpyrwT TpaHCHOPMUPOBaHHbIE 3M-
6puoHanbHble CTBOMOBbLIE KNeTKU B 6bnactouncTy. fanee 6nactoymcra
nepecaxusaeTca B MaTKy NpUemMHON mMaTepu. PogMBLUMXCSA MblLLeR nc-
NoNb3YyT ANA MONYYEHUSA C MOMOLLbIO TEHETUYECKUX METOAO0B (CM.
Luc. 6.9) NMHUK “HOKAayTUPOBAHHBIX” XXUBOTHBIX.

[na nonyyeHns sk TonNMYecKoli 3KCNpeccMm reHOB UCMOMb3YIOT TPAHC-
FEHHbIX XXMBOTHbIX. B 3TOM cnyyae M3y4yaemblii reH BBOAAT B FEHOM
apyroro XXMBOTHOr0 Noj NPOMOTOPOM, KOTOPbI/ aKTUBUPYETCA B KNeT-
kax, e [aHHbIli TeH B HOPMe He YHKLMOHMpPYeT. HeobbluHbIA npo-
MOTOp 3acTaBnseT ero pabortatb B HEOObLIYHOM MeCTe.

OMGproHasIbHbIe
CTBO/IOBblE
KNeTKu TpaHcdekuus ¢
MyTUPOBAHHBIM usonAums
reHoM KONOHWIA
KOMIOHWW CO CRyYaiiHo
VHTEIPUPOBAHHBLIMI 1 Bbinenenme HK
rOMOJIOTMYHO UHTErpUpPO- 3 10 rynos
BaHHLIMI reHamu 13 100 KonoHui
MuUpPc
npaiimepamu
npoba ¢ UHTepecyLero
TeHoM reHa
NOBTOPHbIA  NoBTOp M3 10
oT6op €[IVHNYHbIX

10 nynos KOMOHMiA

- npeackasaHHas
HOBasA NUHUA UHBbEeKUnsa
1 nopuum
CK B
6nacroumct

xumepa

reteposurota » reteposurota

Puc. 6.9. Cxema nony4yeHmMs “HOKayTUMpOBaHHbIX” Mblleii (no: FopbyHosa, BapaHos,
1997)
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MPNHUWN KOJIMHEAPHOCTWU
N TOMEOBOKC-COAEPXALWWME MEHbI

UTto e [ano ucnonb3oBaHUe OMUCaHHbIX Bbile MeTO-
OB ANA MOHMMaHUA (PYHKUMIA FOMeO3MCHbIX FeHoB? [lpexnae BCero
6bI/10 BbISIB/EHO, YTO Y MO3BOHOYHbIX, KaK U Yy Ap030QPUbl, BbINOJ-
HAETCHA MPUHLMMN KOIMHEApPHOCTHU, T.e. KOPPensaumum Mexay nonoxeHuem
reHoB B Komnekce HOM-C 1 pacnonoXeHuem 30H UX 3KCMpeccuu
BAO/Ib OCK Tena. Tak, Yy MNeKoNnUTarLWmx akTMBHOCTL AM'-reHoB BAO/b
nepefHe3afHel ocu Tena 3apofbllia COOTBETCTBYeT NOCNeAoBaTeflb-
HOCTW 3TUX FEHOB B KNacTepe: nepejHue rpaHuLbl 3KCNPeccumn reHos
Hoxa-1 n Hoxb-1, pacnonoXeHHbIX B caMOM Hayane knactepa (B 3-
NONOXEHUN), HaXOAATCS B NnepeAHeil 061acTu ronoBbl 3apogbiiia. eH
Hoxa-5, pacnonoXeHHbIii B CpeAHel 4YacTu KnacTepa, aKCnpeccupy-
eTcA B FpyAHOIM obnactu 3apogbiwa, Hoxb-7 — B Ty/nOBULLE, a TeHbI
Hoxd-9, Hoxd-10, Hoxd-11, Hoxd-12, 3amblKalouie Knactep, 3Kcn-
peccupyloTcs B 3afiHUX oTgenax 3apogbiwa (puc. 6.10).

MpuHUMN KONIMHEApHOCTU COXpaHsAeTca U B c/iyyae 60nee NO3LHUX
MOP(OreHeTUYECKMX COOLITUIA. Tak, Yy NTUL, U Mbilleid 06HAPYXKEHO,
yto 3akcnpeccua HOX-reHoB knactepa D B xofe pasBMTUA 3ayaTka
KOHEYHOCTM YAOBNETBOPSET 3TOMY MPUHUUNY: caMblidi gucTanbHblii (5'
KOHel) reH Hoxd-13 akcnpeccupyeTcs B y3KOW MOSIOCKE, 3aHUMal0-
weli AUCTanbHYH 4acTb 3afHero Kpas MOYKM KOHEYHOCTW, rpaHuua
akcnpeccumn reHa Hoxd-12 HECKOJIbKO CABUHYTA B NPOKCUManbHO-Ne-
pefHeM HanpaBfeHun. Ewe wupe obnacTb akcnpeccum reHa Hoxd-11,
nepekpbiBaKLLasacsa ¢ 30HaMmn akcrnpeccun reHos Hoxd-12 n Hoxd-13
M npocTuparoLancs ele fanblle B TOM XXe HanpasfieHun. B uenom

3agHuiA Mo3r

MepeaHuii

VIV

3a[HMIA.

Puc. 6.10. Ponb romeoboKc-cogepyal,nx reHoB B QOpMMpPoOBaHMN naTTepHa amoépu-
OHa/IbHOT0 3a4Hero mosra no3BoHo4YHbIX (Mo: Wilkinson, Krumlauf 1990)

A — carnTTanbHblii BUA Ha 3M6pMOHa LblNneHKa Ha cTaguum 18 pom6omepos. Bocemb pom6omepos
(cBOEO6Gpa3HbIX CErMeHTOB pa3BuBatoLLerocs mMosra) o603HayeHbl Kak rl-r8; I11—XII — yepenHoMO3roBble
HepBbl. BugHo, uto V, VII, IX BbIX0AAT 13 Mo3ra yepe3 pombomepsbl r2, r4, r6; SC — CAUHHONW MO3r; m —
mMeseHuethanoH; d —gueHunedanoH; t — TeneHuedanoH. b — cxemaTnyeckoe npefcTaBneHne Kcnpeccun
reHos knactepa Hox-2, Krox-20 u int-2 (romonor FGF- thaktop pocTta ubpobnactos) B pombomepax rl-r8
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Puc. 6.11. 9kcnpeccma HoX-reHoB B 3a4aTKe KOHeY-
HocTu nTuy (JoHaya, 1997; uuT. no: Tabin, 1992).

I—IV —30HbI, B KOTOPbIX 3aKNablBalOTCA COOTBETCTBEHHO nep-
nbiii, BTOPOW, TPETUI U YeTBEPTLIA Manblbl

IOHa, PacnofioXXeHHas Ha 3afHemM AucTtanb-
HOM Kpae MOYKM KOHEYHOCTW, XapakTepusy-

cTCA akcnpeccuei naTn Hox-reHoB: Hoxd-9 —

Hoxd-13, panee cnefyeT 30Ha, rge sKcnpec-

(MpytoTcs veTblpe Hox-reHa: Hoxd-9 — Hoxd-

12, panee wayT MOJIOCbl 3KCMPeccum Tpex

(Hoxd-9 — Hoxd-11), aByx (Hoxd-9 — Hoxd-10) 1, HakOHeLl, 0AHO-
ro — Hoxd-9 reHoB (puc. 6.11).

Kak cnegyeT n3puc. 6.10, y MnekonuTawoLWmx B 0T/IMYMe OT 4p030-
hvnbl perMoHanusaunst Tex UM UHbIX CTPYKTYp 06ecneynBaeTCs CKO-
pee He cneunUYeCKONn aKTUBHOCTbIO OTAe/IbHbIX FOMEO3UCHbIX FEeHOB,
a MepekpbITUEM 30H aKTMBHOCTY HabopOB 3TUX FEHOB, TaK YTO KaXK-
pas 06ocobneHHass 06n1acTbh TOW UM MHOW CTPYKTYpPbl 06513aHa CBOUM
NPONCXO>KAEHNEM (PYHKLMOHUPOBAHWIO CMELUNYecKoro, CBOMCTBEHHO-
r0 UMeHHO 3TOi 06n1acTU Habopa roOMeo3UCHbIX FeHOB.

FTOMEO3NCHbIE TEHbl N MOP®OIEHETUYECKNE
MPOLIECCHbI

BHUMaHMe K roMeoayCHbIM reHam Be/IMKO elle 1 noTo-
MYy, YTO OHU UMEIT NPAMOE OTHOLIEHUE K Perynauum MopgoreHeTu-
YecKUX NPoLEeccoB. Y Ap030dusibl UX 3PPEKThI BbIABAAIOTCH 0COGEHHO
OTYETNMBO. XapaKTepHOW 0CO6EHHOCTbIO Pa3BUTMA 3TOr0 00bEKTA AB-
NnAeTcA CaMOCTOATENbHAA peanusauns ABYX pas3MyHbIX nporpamm —
JNIMYNHOYHON N MMarnHabHOW.

Monynauuy KNeTtok, KOTopble AAlT Hayano NMMUYUHOYHLIM U UMa-

rMHaNbHbIM TKaHAM, pa3fensioTcs 0YeHb paHO —ellle Ha cTagum 6na-
cTofepmbl. Knetku, gopmupyto-
Wwune BMOCMELCTBUM B3pOCNYIO,
nMarnHanbyo TKaHb, BblfeNatoT-
cs B cneynuyueckne CTPyKTypbl,
rak HasblBaeMble UMarmHasbHble
ancku (puc. 6.12).

MocnefHne BO3HUKAKT Kak
BbINAYMBAHUA TMNOAEPMbI, COCTO-

Puc. 6.12. Cxema pacnosioXxeHnsa nva-
rMHaNbHbIX UCKOB B IMYMHKE [p0O30(N-
Nbl (A), a TakXXe OpraHoB W yacTei Tena
1Mmaro, pasBuMBaloLNXCA U3 UMarmHanbHbIX
auckos (B) (no: Nolhiger, 1972)



XKenToe Teno

npsMble LWEeTUHKA

Cepoe Teno
onaneHHble LLEeTUHKN ObITb Kak CUMMETPUYHbBIMWU, TaK U

Puc. 6.13. Cxema, ob6bsACHAOLWaa NOABAEHNE
K/IOHOB K/1eTOK PasHOro reHotuna B ciy4yae CO-
MaTM4yecKoro KpoccuHroscpa (no: WHre-BeuTo-
moB, 1988).

Mo3sauuHble yyacTku Tena (f4BOWHble NATHA) y APO30-
(hnnbl KaK pe3ynbTaT coMaTU4YecKoro KpoccmHroecpa. A—Ha
TOpaKce Myxu YHacTOK C >KeNToil OKpackoi Tena n HopMmanb-
HbIMW LWeTUHKaMK (CBETNbIA) WM y4yacToK ¢ “OnaneHHbIMu”
L eTUHKaMu, HO C cepoil okpackoii (B keagparte). B —cxema
COMAaTN4eCKOro KpoCCUHroBCpa: reHOTUMbl 06pa3oBaBLINXCS
KNeTOK pasnuyaloTcs Mexay coboii n oTaMyalTcs OT UCXop-
HO (hopMbl
Awmne cHayana n3 10—40 knetok. 3aTem
3TOT 3a4aTOK npetepneBaeT pAag Uame-
HeHWii. TakK, UMeT MecTo:

* pPasMHOXeHWe KNEeTOoK, TakK 4YTo ux
KO/IN4YECTBO BO3pacTaeT A0 HECKO/b-
KX TbICAY;

e onpegeneHHas opueHTauna MUTOTKU-
4YECKOro BepeTeHa B XoA4e Ae/ieHNA,

TaK 4YTO K/I€TOYHbIE AE/NEHNA MOTYT

ACUMMETPUYHBIMN;

* QAKTUBHbIE [ABUXEHUNA KNETOK U UX MACcCUBHbIE NMepeMelleHuns;
* JNIOKaNbHble pasinyus B BeIMYUHE U DOPME KNETOK;
* NOKanbHaa rubenb KneTok (anonTos).

YT06bI MCCNesoBaTh B3aMMOOTHOLIEHMSA Pa3fIMuHbIX KNETOK B X0fe
Pa3sBUTUA MMarMHanbHbIX AUCKOB, UCMONL3YIOT METOL FreHEeTUYeCcKoro
MapKMpOBaHMA C MOMOLLbI COMaTUUYECKOr0 KpoccuHrosepa (puc. 6.13).

nepeaHunii

fopcanbHbl it

rpydb
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KpbiNo

Tabnuua 6.1

HegeTepMuHMpoBaHHOE COCTOAHME

BEHTpanbHbIl

TPyAb

KpbINO

1 dtan A
0 = nepegHuii
1= 3agHuin
JTan B
0 = fopcanbHblii
1= BeHTpanbHbIii
dtan C
0 = rpypaHoii
1= KkpblnoBoii

3aAHui

fopcanbHblii BEHTpPanbHbI i

rpyAb  KpbINO [PyAb  KPbIo



()kasanocb, 4TO MOphoreHes 3akaoyaeTcad B 06pas3oBaHUM KOMNapT -
1TUnos. YTto 310 Takoe? [leqio B TOM, UTO KNETOYHbIE KNOHbI, MOTOM-
K/ OTAeNbHbIX KNeTOK-NpejwecTBEHHUL, 06beANHAIOTCA U 06pasyoT
noAukKnoH. MosBnaseTcs Lenblil pag NofMKIOHOB, KOTOpble (hOpMUpPY-
0T MOPhOreHeTUYecKre 30Hbl. ATW 30HbI OTAENeHbl APYT OT Apyra YeT-
KUMU rpaHuLamMun n 0603HavyaloTca TEpMUHOM KomMnapTMeHT. @ .Kpuk
n MMoypeHc (F.Crick, P.Lawrence) npefnonoxuauM, 4To romeosnc-
Hble FeHbl KaK pa3 1 0TBETCTBEHHbI 3a 06pa3oBaHMe KOMMNApTMEHTOB U
ABNAIOTCA CBOEOOPa3HbIMN reHamMun-ceneKTopaMu, MOCKOAbKY MUMEHHO
OHU “BbIGMPalOT” *NyTb Pa3BUTUA KNETKU. DTOT NyTb OMNpepensercs
OUHApHbLIMU peWweHNAMN — K MpUMepy, CTaTb M KieTKe nepefHei
WK 3afHel, 4opcanbHON UAN BEHTPaNbHOMW, TPYAHOW MW KPbIOBOIA.

[Ona o6pazoBaHus 8 KOMNapTMEHTOB HEOOXOAUMA aKTUBHOCTb Tpex
CEeNEeKTOPHbIX TeHOB, MOC/Ief0BATENbHO NPUHMUMAIOLWUX GUHAPHbIE pe-
LeHuA:

Tabnuua 6.1, Kak W BCe [aHHble O FOMEO3UCHbIX FeHax, HaBOAWUT
na MbIC/b, YTO CYLLECTBYIOT CNELN(NYECKNE PETYNATOPHBIE TEHBI, KO-
TOpble MPW UX aKTMBaLMUKM “3anyCKatdT” Lenblii Kackaj CTPYKTYPHbIX
reHoB, o6ecneynBaloLLIMX B KOHEYHOM uTore A {epeHLMpoBKY pas-
JIMYHBIX TKAHEBbLIX Y OPTaHHbIX CTPYKTYP.

FEHbl, KOHTPOJINPYHOLWWNE ®YHKLUMOHNPOBAHUNE
FTOMEOS3MCHbIX TEHOB

O6HapyXeHbl ABe rpynnbl FeHOB, KOHTPOAUPYIOLWUNX aK-
TUBHOCTb FTOMEO3UCHbIX reHoB: Polycomb (PC) u rpynna trx.

Mpynna PC. MyTauuu B nokycax rpynnsl Polycomb o6ycnosnunsaioT
nosiBNeHne eHoTMNa, KOTOPbIA HabnogaeTcs nNpyM MyTaumax no ro-
MEO3UCHbIM reHaM. Ha paHHUX cTagusax pasBuUTUS NaTTepHbl 3KCnpec-
CUWN TOMEO3UCHbIX TEHOB B 3MBPMOHAX, MYTaHTHbIX MO reHam Pc, He
OT/INYAKTCA OT MATTEPHOB 3KCNPECCUUN ITUX TEHOB B amMb6puoHax Au-
Koro Tuna. Ho Ha 60fiee NO34HUX CTafMAX PasBUTUA TPaHCKPUMNLUUA
rOMEO3MCHbIX FTEHOB B MYTaHTHbIX NTMHUAX NPOAO/KAETCS B Tex paiio-
Hax, rge oHa B HOpPMe [0/KHa 6biTb penpeccMpoBaHHO. lMokasaHo,
yTo 6enKoBble NPOAYKTbl CeMeiCcTBa reHOB Pc NOAAEPXUBAKOT U CTa-
6UNN3MPYIOT IKCNPECCUD KOHKPETHbIX FOMEO3WUCHbIX FeHOB, MPeo6-
pasys ee B cTabunbHOe Hac/efyeMoe COCTOSIHME, cnocobHoe coxpa-
HATLCA Ha NPOTAXKEHWUW BCero nNepuoja pasBuTua Apo3ousbl.

M3BecTHO okono 30 reHos rpynnbl Pc, npy 3TOM uX 6GefiKoBble
NPOAYKTbl Pa3finyHbl, HO B KaXOM HailfeH LOMEH, OTBevawLwuii 3a
6enok-6enkoBble B3ammMogencteusa. benok Pc, Mo KOTOPOMY Ha3BaHO
Bce ceMelicTBo 6enkos Polycomb, romonoruyeH OCHOBHOMY CTPYK-
TYPHOMY KOMMOHEHTY retepoxpomatmHa — 6enky HP1l. omonorus
orpaHnymusaeTcd 37 aMMHOKMCNOTaMW XpOMOLOMeHa (4OMeHa, OTBeT-
CTBEHHOIO 3a CBA3bIBAHWE C XpPOMATMHOM) B N-KOHLEBOW 4acTu AByX



A i Puc. 6.14. Perynaumna GYHKLUOHUPO-
————— [13'“[52]““"']Fg)r———r——|'U—————~—~—~[54]r———r——f BaHWA TOMEO3MCHLIX reHos (no: Reuter ct
al., 1998).

o | —dopmunposaHue komnnekca Pc-G. A —cnc*

—P ---LE)- ------ ﬂ/p—— [U.]; ------ p - uncunyecknin caiit PRE obnagaet goctaTouHoi ad
(hMHHOCTbIO (cpogcTBoM) K Pc-6enkam, u thopmu-
pylowniics KOMNeKe A0CTaTouHO cTabuneH. Bator
KOMMNEeKC MOTYyT 6bITb BK/KOUEHbI U HEKOTOPbIE A0~
nonHnTeNbHble 6enkn. b —BTOpUYHbLIE, 6onee “cna-
6ble” caliTbl, 0603HaYeHHble Kak Sl, S2 n T.4., KO-
Topble CNOCOGHbI cBA3bIBAaTL Pc-G-6enkun, HO obpa-
3yloLmniics kKomnnekc HectabuneH. B —npucyTcTene
PRE B XpOMOCOMHOI# Cpefie MOXeT cTabunmsnposatb
KOMMAEKChl, CHOPMUPOBAHHbIE Ha 3TUX BTOPUYHbIX
caiiTax u yBenuumBlUMe CBOW pasmMepbl 3a cHeT BK/IO-
UeHMA HOBbIX 6enKOB. I — 3TN CO6LITUA U3MEHAIOT

OrpaHitUeHHan reHHas sKcnpeccust KOH(Urypaymio xpomMaTuHa TaK, 4TO OH CTaHOBUTCA
penpeccupoBaHHbIM.

Il —mogenb opraHmsayMn penpeccupoBaHHoOro

1=>=7> —« XpoMaTMHa B pesynbTaTe (hOPMUPOBAHNA KOMM/eK-
KNACTEP I'EHOB(HOM-C) LIEHTPOMEPA(PEV) coB co cneyuduyeckumu 6enkamm Pc-G u Su(VAIR).
(pairing npomoTop, (noctpoeHa n3

Benok Su(VAR) — CTPYKTYpHbIA KOMMOHEHT KOH-
CTUTYTUBHOTO reTepoxpoMaTMHa C MOBbILIEHHbIM
CPOACTBOM KCATeNNIMTHLIM noBTopam. Bnpotusono-
NOXHOCTb 3TOMY 6enok Pc-G cBs3biBaeTCsA C 3yXpo-
MaTWHOBbIMU caiiTamu. ITO WHAYLWUPYeT GopMupo-
BaHue 6onee KOHAEHCUPOBAHHON, 6onee NNOTHOW
CTPYKTYpPbl XpOMaTWHa. AKTUBATOPbI XPOMATUHA aH-
TaroHUCTUYHLI Komnnekcam 6enkoB TRX-G/E(VAR) no Bo3geiicTBMiO Ha (haKyNnbTaTUBHbIA reTepoxpoma-
TUH W CO34aK0T ero KOHPUTypaLnto, cnocoGHY K TpaHCKpUnuun

NoBTOPbI) caTenmMTHbIX

6enKoB, NO3TOMY MyTaLuW, KOTOpble 3aTparnBaldT XpOMOJOMEH, Ha-
pyLWatT cnocobHOCTb 6efKa K CBA3bIBAHMIO C XpOMaTUHOM. MokasaHo
TakXxe, 4To 6en0k Pc cBA3bIBAETCA TO/MLKO C 3YXPOMATUHOBbLIMMU paii-
OoHaMW. Y paneHne C-koHua Pc-reHa He BNNSAET Ha CBA3bIBaHMeE 6€1KO-
BOr0 NMPOAYKTa C XpOMaTUHOM.

Mpegnonaraetcs, 4To 6enku cemeiicTBa rpynnbl Pc cnoco6Hbl pen-
peccupoBaTb FOMeO3MCHbIE TeHbl MYyTEM CO34aHUA FeTepOXPOMAaTMH-
NoAOGHbLIX PEMPECCOPHBLIX CTPYKTYpP, MO3TOMY, KaK W B Cly4ae rete-
poxpoMaTuHa, apdekT 6enka Pc MOXeET pacnpoCcTpPaHATLCA Ha 60/b-
lWne pacctosaHuUsA. Tak, B roMeo3nmcHoMm komnnekce bithorax (BX-C),
Korfga npoucxoguTt ero penpeccus, 6enok Pc nokpbiBaeT 6onbline
painoHbl AHK (puc. 6.14). Cpeamn Apyrux XopoLwo U3yyYeHHbIX 6e1KoB
rpynnel Pc cnepgyeT oTMeTuTb 6enok Posterior sex combs (Psc). OH
MMEET MHOXECTBEHHbIE CaiTbl CBA3bIBAHWUA Ha MOMNTEHHbLIX XPOMOCO-
Max, MoYTW MOJIHOCTbIO COBMajawoline ¢ caiTamu CBA3bIBaHMA 6enka
Pc. Kak n Pc-6enok, PSC He CBA3bIBAETCA C FeTEPOXPOMATUHOM. OHMU
B3aMMOfeliCTBYIOT APyl C APYroM B eAWHOM Komnnekce. benok Psc
BKMtoYaeT 1603 aMWUHOKUCNOTHBLIX OCTATKOB, COLEPXMUT TaK Ha3blBae-
Mbli MmoTuB RING, gomeH “LuMHKOBbIX Manbues” — C3HC4. OgHako
OHK-cBsA3bIBalOWero fomeHa B Psc He HaingeHo. 3a 6en0K-6enKOBbIe
B3anmogeincTeus B Psc oTBevaeT gomeH RING. Fomonoru Psc Halige-
Hbl y MaekonuTarowmx. OHM NpeAcTaBnsflOT cO60 NPOTOOHKOTeHbl. B
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>m mBaemMbli ¢ A HK 6enKkoBblii KOMNIEKC BXOAWUT elle OguH bGe-
luk - Ph, cocToawunin n3 1589 aMMHOKMCIOT U COAEPXaLiMii OAWNH
LMHKOBbIA nmaney”.

AHaNOrMUHy0 NoKanu3saLulo Ha NOJIMTEHHbLIX XPOMOCOMAX UMeeT U
npyroii 6enok u3 rpynnel Pc — Scm-Sex comb on midleg. Ero pas-
"H'p — 877 aMWHOKMCNOT, OH TakXke MMeeT “LUUHKOBbIe Nanblbl”. Haii-
|mn Takke romMosiorms no gomeHy SPM, KOTOpPbIi OTBETCTBEH 3a He-
nocpefCcTBEHHOe B3aumogeicTeme 6enkos Scm u Ph ¢ obpa3oBaHueM
nTepoAnmepa. HefoCcTaTO4HOCTL MO ABYM pas/iMyHbIM reHam Pc yacTto
NMPUBOANUT K netanbHOMY 3ddeKkTy. TMOCKOMbKY Y MJIEKONUTAKLWUX
MMIA4eHbl TOMONOTM TFeHOB rpynnbl Pc, MOXHO npegnonaratb BbICO-
PMOcTeneHb KOHCepBaTU3Ma TeX MOJIEKYNAPHbLIX MeXaHU3MOB peryns-
MMM FTOMEO3NCHbIX FEHOB, KOTOPbIE OpPraHn3yrTca Pc-CUCTEMOIA.

Mpynna trx. CyuwecTsyeT, 0O4HaKo, CUCTEMA perynauns romeosuc-
In.Ix FeHOB, aHTaroHUcTMYeckas 6enkam Pc. OTO reHbl 1 6eKK rpynnebl
inthorax (trx), akTuBMpylOWMe TpaHCKpUNUM. MyTauum reHoB trx
MOBTOPAIOT MPOSAB/AEHNE TOMEO3UCHbIX TpaHChopMaLmnii, Bbi3BaHHbIX
MyTauusMy B TOMEO3UCHBIX FeHax, Tak MOAUDMULUPYA CTPYKTYPY Xpo-
MaTWHa, YTO MPOMCXOAMUT aKTMBaLMA TpaHCKpunuuu. Kak u B cnyvae
/V reHoB, 6enku cemeiicTBa trx JOpMUPYIOT B3aMMOfeliCcTBYlOLW e C
XpoOMaTUHOM KOoMMekcbl. CoBCTBEHHO 6enoK trx npefcras/ieH ABYMSA
ntoopmamu gnamHoin 3358 n 3726 aMMHOKWUCAOT, KOTOpbLIE OT/MNYa-
totca no N-koHueBoi yactu. OH cogepxut AHK-cBs3bIBalO WM f0-
meH (DBD), a Tak)Xe HECKONbKO JOMEHOB, CMOCOBGHbLIX NMPUHUMATH
yyacTue B 6e/10K-6e/1KOBbIX B3aMMOLENCTBNAX: AOMEH “LWHKOBbIX Nasb-
ues” C3HC4, KoHcepBaTMBHbIA fOoMeH SET, roMonornyYHbIn gome-
HaMm, cofiep>aliMMcs B NPOLYKTax MPOTOOHKOTEHOB MbILWKW U YesoBe-
Ka. ITOT JOMeH 4acTo BcTpeyaeTcd y JHK-cBA3bIiBalOWmMX 6eNKOB K
OenKoB-aKTMBATOPOB TpaHCKpUNuun. JTokanusauma 6enKoB rpynnel tix
Ma NOMUTEHHbIX XpPOMOCOMax ApP030¢uNbl COBNajaeT c TakoBol 6en-
KOB rpynnsl Pc.

B rpynny trx TakxKe BXOAMT eLle HeCKONbKO 6enkos: brahma —panu-
Holi 1638 amumHokmcnoT, GAGA-(hakTop, aHTMpenpeccop, akTuBa-
HOp TPaHCKpUNUUK C ABYMSA “UMHKOBbLIMU NanbuaMu” N HECKOJIbKN-
MU NM3nMH6OraTbiMK AOMeHaMu, ash 1-6enok, Heobxoaumblii ans 6Ge-
|lok-6enkoBOro B3aumopeincTsna. benkoBble KOMMAEKCHl trx-rpynmbi
CO3[al0T TaKyl CTPYKTYpy XpomaTuHa, KoTopas Cnocob6CTBYeT akTu-
MaLun roMeo3uCHbIX reHoB (puc 6.14).

B AHK HalgeHbl y4yacTkn , Ha KOTOpbIX coObuparTca penpeccop-
Mble KOMMEKCHI B PErynaTOPHbIX 30HaX TOMEO3UCHbBIX FeHOB Sex combs
reduced, Antennapedia, Proboscipedia, Abdominal-A, Abdominal-B,
Ultrabithorcx, a Tak)Ke B reHax 6enkoB rpynnbl Pc. Takue yyactkn JHK
(>bm 0603HauveHbl Kak PRE (Polycomb Responsible Element). 37o,
CNnefoBaTebHO, PerynaTopHble 3MeMeHTbl, Ha KOTOpbIX 06pa3yTtcs
KOMNeKchbl, cocToswme u3 6enKoB, NMPOAYKTOB FeHOB rpynnbl Pc.
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PaHHwWi1 nepuog MosgHuii nepuog

Bkntoyenne Ubx B
cooTBeTCTBYWOLWER o6nactu

Puc. 6.15. Mogenb perynaunn skcnpeccun Ubx nocpeactsom PRE-caiTa (no: Pirrotta,
Rastelli, 1994).

MpomoTop Ubx-reHa (P) perynupyetcqa MHOXeCTBOM napacermeHTanbHbiX 3HxaHcepoB (PSE) Ha pac-
cToAHMM 6onee yem 80 K6. ITU nocnefHUe akTUBUPYIOTCA reHaMn CerMeHTaLMmn B COOTBETCTBYlOLW e 06na-
cTn (BKntoyeHne Ubx, BepxHAs naHenb) u penpeccupytoTcs Gap-reHamu hb u til (BbikntoueHne Ubx, HUX-
HAS NaHenb). AKCNPecCUs MMarmHanbHbIX CTPYKTYpP 3aBUCUT OT OTAE/NbHOTO Habopa MMarnHanbHbIX 3HXaH-
cepoB (IE), KOTOpble aKTUBUPYIOTCA NO3AHEE U HE UMEIOT NPAMOro “Bxofa” oT (74/?-reHoB, onpefenstoLwmnx
JKcnpeccuto JoMeHa (N03gHWIA). PenpeccupoBaHHbIi Komnnekc cobupaetcs Ha caiite PRE Ha ctaguu pac-
WNpPeHMs 3apOoAbllleBO MONOCKM W pacnpocTpaHseTcs (MOKa3aHO YepHbIMKU CTpenkamu), noajepxusas
penpeccupoBaHHOe COCTOSAHUE MapacerMeHTapHbIX 3HXaHCEPOB B TeX YacTAX 3MGPNOHa, rae OHU Gbinu pen
peccupoBaHbl (7n/?-reHamm {Ubx BbIKNtOYEH)

PRE cnocobHbl nogfepXuBaTb NpuieXxalie K HUM 3HXaHCEepbl B He-
aKTUBHOM COCTOSIHUW B NPOLECCE MHOTMX KNETOUHbIX LeNeHN 1 gaxe
BCEro passutus gposogunel (puc. 6.15). HekoTtopble anemeHTbl PRE
cogepXXaT MHOro caitoB cBsisbiBaHuA GAGA-takTopa — nNpogykKTa
reHa 7/7. 3ToT 6eN0K UHAYLMPYET U NOSLEPXKMNBAET OTKPbITYIO (hopmy
XpomaTuHa, OH obecneymBaeT Takxe gpyrum [OHK-cBsizbiBawowum
6enkam BO3MOXHOCTb gocTyna K AHK.

[nsa peiicTBuA NpogyKToB trx HEO6XOAMMbI Te XXe nocnefoBaTefb-
HocTn OHK, 4yTo 1 gnsa 6enkos rpynnel Pc. OueBuHO, 6enku o0benx
rpynn KOHKYPUPYIOT 3a O4HW U Te Xe 6eNnku WM yyacTKu CBA3bIBa-
HUSA, YTO MPMBOAUT K 06pa3oBaHMI0 anbTepHATUBHbLIX KOMIMJIEKCOB,
KOTOpble CNOCO6CTBYHOT 6O akTUBaLMKN,AMB0 penpeccun TPaHCKpuUN-
uun.

“TEHbI-TOCMNOAA" U “T'EHbI-PABbLI”. OMNbITbl B.FEPVHIA

NTak, gudhepeHymnanbHas TpaHCcKpunuua obecneynsa-
eTCca B3aMMOAENCTBMEM NPOAYKTOB MHOTMX PerynsaTOpPHbIX reHOB, KOH-
TPONIMPYIOLWMX B KOHEYHOM UTOre PYHKLUMOHANBLHOE COCTOAHME COOT-
BeTCTBYHOWMX yyacTkoB HK. Bbino BbIABMHYTO TakXXe Npeanosioxe-
HMWe O CYWecTBOBAHUM KakK Obl “cynepperynaTopHbiX” reHoB, CMo-
CO6HbIX 3anyckaTb Moc/iefoBaTe/lbHble KacKafbl FeHOB, peann3yoLwmx
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Puc. 6.16. LLIBeacKnii MoneKynsipHbli
eHIO/I0T AH-JpUK dacTpeM. OguH M3 oC-
HOBOMO/IOXKHNKOB pas3paboTKy MUKpoOMe-
rogos uccnefoBaHus.

MWKPOMETOAbl MO3BONAIOT NMPOBOAUTL MONEKY-
NHPHBI/A aHaN13 OTAeNbHbIX N30MPOBAHHBIX KNETOK

Puc. 6.17. LUBeAuapCKWin reHeTuk
BanbTep MepuHr. OAnMH U3 caMblX APKUX
61010roB COBPEMEHHOCTH.

BHec HeOLeHWMbIl BKNag B uccnefoBaHune ro-
MCO3UCHbIX reHoB. [lokasan CyLl,ecTBOBaHWE FEHOB,
HenocpeCcTBEHHO PerynupyoLnx MopgoreHeTnyec-
Kne npowecchbl

nnaxe nx parmeHToB. B cBOE Bpems paboTbl 3TOro
YUEHOTO Chbirpann PeBoOLNOHN3NPYIOLLYI0 PONb B
MONeKyNAPHOA 6MONOrUN U reHeTuke

M KOHLE KOHLL0B MporpaMMy crneun@uruyeckoin KneTouyHon guddepeH-
LUMPOBKKN. [1N5 TaKMX FEHOB BblAaOWMNIACS WBEACKUA LnTonor 4.2.94-
(Tpem (J.-E.Edstrom, puc. 6.16) euie B Hauane 60-x rogos XX B. npea-
noxun TepmMuH “Master Genes” (“reHbl-rocnofa”), a 41 KOHTpOAu-
PYEMbIX UMW CTPYKTYPHbIX FT€HOB COOTBETCTBEHHO — “Slaves-Genes”
(“reHbl-pabbl™).

B.MepuHur (W.Gehring) (puc. 6.17) npoBepun 3T Co06GpakeHUs
XenepumeHTanbHo. OH MCMNONb30Bas B CBOMX OMNbITax OYEHb UHTEpecC-
HYIO MOZeNbHY0 cucTemy. C NOMOLLbIO MUKPOUHBEKLUIA TEHHOUHXKE-
NepHbIX KOHCTPYKLUMWIA nony4vanu fBa Tuna AMHWUIA TPpaHCreHHbIX 4pOo-
toun. B reHom nepBoro tuna TpaHcreHHoix D.melanogaster BBOAMAN
lak HasbiBaemyto CAb4-cuctemy, rge oHa nonajgana nof pasHble re-
HOMHbIEe TKaHecneun@uyeckne 3aHXaHCcepbl W, CnefoBaTenlbHO, aKTU-
MmpoBanachb B pasHbIX yyacTKax Tena myxu. GAL4 — 3To APOXOKEBOIA
aKTUBATOP TPAHCKPUNULMKN, N MOJ0OHBIN Xe 3hheKT OH MOXeT OKa-
TbiBaTb, OyAy4M NMOMELLEHHbIM B FeHOM Apo3odunbl. OgHaKo ero ag-
(heKT pacnpocTpaHsaeTCcq NULWb Ha Te reHbl, nepes KOTOPbIMW pacno-
NoXeHa Tak HasblBaeMas nocneposatensHocts UAS (upstream activating
sequence), cogepxauwaa nate CAE4-cBA3bIBaOWMX caiita. ITy nocne-
[l0BaTe/IbHOCTb BBOAWAN B FEHOM BTOPOr0 TWMa TPAHCreHHbIX APO30-
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FeHOMHbIN 3kxaHcep -E8« 7 (- — 000CO- eyeless ambpunoHanbHaa kAHK

TkKaHecneyundunyecxas UAS
IKCNPECCUS gal « TpaHckpunuua eyeless B
aHTEHHaNbHbIX, HOXHbIX 1

KPbIZIOBbIX MMarmHaabHbIX

Puc. 6.18. 9kcnpeccusa reHa ey B opraHax-muweHsax (no: Gehring, 1995).

A — cXeM 3KTOMMYEeCKON MHAYKLMKN ey nocpeacTBom cuctembl GAL4. Ha B—TI nokasaHo X-gal-okpn-
WnBaHWe 6eTa-ranakTo3nAasbl WMarvuHaabHbIX AWCKOB NMYMHOK TPeTbero BoO3pacTa, AeMOHCTpUpYyoLiee
aKTMBaLMIO penopTepHoro KoHcTpykta UAS-lacZ nocpegcteom GAL4 enhancer-trap nuuueit E-132. b
rnaso-aHTEeHHaNbHbIA ANCK: BEPXHAS YacTb ANCKA — aHTEHHaNbHasA, HUXKHAS — rnasHas. AKTUBHOCTb GeTa-
ranakTosnfasbl onpefensieTcs B YacTAX aHTEHHaNbHOrO ANCKA, COOTBETCTBYIOLLMX HECKObKUM aHTEeHHaNb-
HbIM CerMeHTaMm, U Ha nepudepun fucka, KoTopas AaeT Hauano rnasHoit KyTukyne. OKpalinBaHue Habno-
[laeTCs TakxKe B 3afHeli 4acTu rnasHoro NMaruHanbHoro Aucka. B — KpblnoBoil MMarnHanbHblii guck. AKTUB-
HOCTb GeTa-ranakTo3nAasbl onpefenseTcs B NPOKCUMabHbIX 30HaX GyAyLiero KpbIOBOro My3blps, a Takxke
B 4aCTW, COOTBETCTBYIOLLell 06NacTU CTEPXHA U BEHTPanbHOW NneBpbl. [T — HOXHOW MMarnHanbHbIi JUCK,
XapakTepusyerca akcnpeccueid lacZ B o6nactax, cooTBeTcTBytoLW KX tibia n femur

thun. Ecnvn K Hel “npuuennTb” eule M penopTepHbIii TeH 6akTepuanb-
HOlM ranakTosmpgasbl lacZ, ToO ¢ MOMOLLbI OKpaluMBaHWA cneyuanb-
HbiM peakTusom (X-gal) MOXHO 06HapyXuTb, rge 3ta nocnefoBsa-
TeNbHOCTb OyfeT aKTUBMPOBaHAa B pe3ynbTaTe BO3AeCTBMA MPOAYKTa
GAL4 (puc. 6.18). F'epuHTr ckpewmnBan NMHUN 3TUX ABYX TUMOB MEXAY
coboin, npnuem k UAS-nocnegoBaTesibHOCTU 6Gbil NMPUCOEAUHEH TeH
eyeless (ey), MyTauusi KOTOPOro Bbi3blBaeT OTCYTCTBME [1a3 y Myxu
(UMeHHO noaTomy [epuUHr NpeanonoXun, 4YTo 3TOT reH 3anyckaet
CEPUI0 TeHHbIX B3aMOAENCTBUI, OCYLECTBASKOWNX MOPHOreHeTuYec-
Kne peakuuu ob6pasoBaHus rnasa).

Jlerko 3aMeTuUTb, 4YTO B TAKOr0 poja OMbITax MOryT nony4yarbecs co-
yeTaHUsA, B KOTOPbIX reH ey 6ygaer yepe3 UAS-nocnefoBaTeflbHOCTb
aKTUBUPOBATLCA B IKTONMUYECKMX MecTax. ITO CBA3AHO C Tem, yto GAL4
Yy PasHbIX NTUHWIA HaxOAMACA NOL KOHTPONEM pa3HbIX 3HXaHCEpPOB, B
TOM 4uUC/e U Takux, KOTopble PYHKLUMOHUPOBAAM B 061aCTW Kpbifb-
€B, aHTeHH, HOr u 1.4. B pesynbTate epuHry yaanocb nonyuynTb mMyx, y
KOTOpPbIX r/fia3a MOriv MOABUTLCA B CAMbIX HEBEPOATHbIX MecTaxX — Ha
Horax, KpbinbsX, aHTeHHax (puc. 6.19). bonee TOro, TOT Xe Camblii
apdekT focTmrancsa u B Tex cayyasax, ecfim BMecTo reHa ey 4po3oguibl
MCnonb3oBanca romeobokc-cogepxawuii reH Small eye (Sme, Pax-6)
MbILUIKX, TOMOJIOTUYHbLIA TeHy eyeless!
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I'iic. 6.19. O6pa3oBaHue rnasa B HeO6bIYHOM
H . W Tena Apo3odunbl, MPOAEMOHCTPUPOBaHHOE
L HubITax B.MepuHra (1995).

( KaHWpyloLas 3NeKTPOHHAsA MUKPOCKOMMUA: 3KTONNYECKUIA
Mino6nactn ronosbl, GopMupyoLLeii aHTeHHY (CTpenka)

AMepukKaHcKne ambpuronoru fokasanu,
*fN CXOAHbIV 3PheKT MOXeT 6bITb Nnony-
YoM MY NO3BOHOYHbIX XUBOTHbLIX. OKa3a-
|[nre, 4TO aKTONMYECKaa aKCNpeccus reHa
a\6 o6ycrnosnvBana popMmnpoBaHune xpy-
| lanMKOBbBIX BOMIOKOH, FAHTIMO3HbIX Kne-
IOK, MIOJINEPOBCKMX KIeTOK, (hoTopeuen-
LLPOB U APYTrUX CTPYKTYpP, CBOWCTBEHHbIX 3HAOTEHHOMY rnasy, B HeO-
6blyHOM MecTe. lMpu 3TOM reH Pax6 Bbl3bIBAET 3KTOMUYECKYIO
1KCMPECCUI0 MHOXECTBa TEHOB, TPAHCKPUMLMWOHHO aKTUBHbLIX B Me-
puos pasBUTMA 3BLOIEHHOrO rnasa, BK/OYas Takue reHbl, Kak RX,
(h\2, Six3 n ap. ®opMupoBaHMe IKTOMMUYECKOrO U 3HAOMEHHOr0 rnas
MOXET ObITb CyNpeccupoBaHO JOMWHAHTHO-HEraTUBHON (hOPMOI1 reHa
MHx6. Takum o6pa3om, reH Pax6 Heob6xoAuMm Ans 3anycka Kackafga
ICHOB, KOHTpONUpPYIOLWMX rnasoobpasytowme popmoobpasoBaTenbHble
npoLeccol, Kak y Apo30unbl U, BEPOATHO, APYTUX HACEKOMBIX, TaK U
Y NO3BOHOYHbIX XXUBOTHbIX.

M3 onbiToB B.[epnHra MOXHO caenatb psfg 3aKal0UYeHWiA.

1 [elicTBUTENbHO CYLW,ECTBYHOT**TreHbl-rocnoga” u “reHbl-pabol”.

2. CnoxHeliwas moporeHeTMyeckas peakuus, 3asepliatoLyascs
(hOPMMPOBAHMEM LIESIOr0 OpraHa, MoXeT ObITb 3anyLeHa O4HUM, “rna.-
HbIM” T€HOM, KOTOpbIN, CNefoBaTeNbHO, ABNAETCA OTBETCTBEHHbLIM 3a
npoueccbl MoporeHesa, paspewas uau 3anpewas (B ciyyae myTa-
UMK) Lenblii CNOXHBIA KoMMNaeKe hopMoobpa3oBaTe/ibHbIX COObITUA.

3. Mop@doreHeTuyeckne npoLeccbl 0OCHOBbLIBAKOTCA Ha MOJIEKYNap-
HO-TeHETUYECKUX COObITUAX, crneunduka hopmbl 06ycnoBInBaeTCs
cneungpunuKon nocnefoBaTeNbHbIX TKaHe- W OpraHocneunpuyecKkmx
CMHTE30B, paspelleHHbIX aKTuBauuein “rnaBHoOro” reHa.

4. COOTBETCTBYIOLLME MOJIEKYNAPHO-MOP(POreHEeTUYECKNE CUCTEMBI
ABNSAOTCA BblCOKOKOHCEPBATMBHLIMM U 06ecneynBaldTCa B BbICLUEN
CTENEHW TOMOJIOTMYHBIMW MONEKYNAPHOTEHETUYECKUMWU CUCTEMAMMU Y
CaMblX pa3Ho06pa3HbIX TAKCOHOMUYECKUX eAUHULL.

5. Cnepyet, 04eBMAHO, paccTatbCa C LUMPOKO PacnpoCTpPaHEHHON
naeeln HekMx cneumpuyeckn Guonormyecknx nonei, depyuieinl Hava-
no ¢ ApucToTens u yTeepxjatouleil, 6yaTo hopmoobpasoBaTesibHble
npouecchl JeTePMUHUPYIOTCA 0COBbIMU (hakTOpamMmmn Hanogobue anek-
TPOMArHUTHbIX MOJel, Nexalinx BHe pasBMmBaroLeiica cuctemsl. [o-
nyckKanocb, Takum o6pasomM, Hannmuume ABYX He3aBUCUMBIX “cuUn”, pe-
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rynupyroLwmux npoueccbl MHAMBUAYANbLHOTO Pa3sBUTUA — TeHeTUYec
KNX, KOTOPbIe KOHTPOMMPYOT MONEKYNSPHbIE MPOLECCHI, U “MexaMu
yecknx” (6uonone), KOTOPble KOHTPONUPYIOT CTaHOBAeHUe (HOpMbl
opraHusma.

B geiicTBUTENbHOCTM OMpaBAblBaeTCca npefckasaHue T.MopraHa, 4To
pasBuTUe (hOpMbl HampsIMYO CBA3aHO C (DYHKLME FeHOB M CO Cneum
(h)MYHOCTBIO UX MPOAYKTOB, M3 B3aMMOMENCTBMA KOTOPbIX U CKAagpl
BaeTcA MyTb OT cNeynuKn mMonekyn K cneunduke gopmol. Cnefosa-
TeNbHO, (hopmoobpaszoBaTesibHble COObITUA 3aBUCAT OT BHYTPEHHUX
NpoLLeccoB, & He OT TAMHCTBEHHbIX BHELWHUX C1. V1 cOBepLUIEHHO oYe-
BMAHO, YTO K/KOYeBas Po/b B 3TUX Npoueccax MpUHaANeXnT romeo-
3UCHbIM reHam.

B 10 e Bpems cnefyet OTMeTUTb, YTO PeHOMEH, 0603HaYaeMblil
Kak Morg)oreHeTUYeCKoe Mone, peasbHO CYLLeCTBYeT, HO N0 Takum
nonem cnefoBano Gbl MOHMMAaTb PaBHOLEWCTBYHOLLYH MEXKETOY-
HbIX B3aMMOAENCTBMIA, KOTOpas MMMaHEeHTHa CaMOi pa3BUBALO L ei-
ca cucTeMe U Tak WAM MHauve HanpaBnseT opmMoo6pasoBaTeNbHbIe
nepeMelLeHns KNeTOYHOro MaTtepuana.

BmecTe ¢ Tem cneymndurka TakMx nepemMeLeHnin cesizaHa ¢ 0Co6eH-
HOCTAMMW afre3VOHHbIX MOBEPXHOCTHbIX KNeTOUYHbIX BENKOB, AeTEPMU-
HUPYKOLWMNX KNeTOYHOe CPOACTBO (MNU, HANpPOTUB, aHTaroHU3Mm), u
B KOHEYHOM MTOre onpeAensiercsi aKTUBHOCTbIO COOTBETCTBYHLLMX
reHOB.
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mMorpock! 41 MOBTOPEHUs!

~

)
I

UT0 Takoe roMeo3nucHble reHbl?

UT0o Takoe reHHble Komnnaekcbl ANT-C n BX-C?

Yto Takoe Ubx?}

KakoBO BO3MOXHO€ 3BOIIOLMOHHOE 3HAYEeHNE FTOMEO3UCHbIX FEHOB?
UTo fan MoneKynspHo-reHeTUYeCKUiA aHanm3 roMeo3nCcHbIX FeHoB?

YTo Takoe romeo60KC M romeojomMeH?

KakoBa pofib romMeo60KC-COfepXKalMx reHoB B pasBUTUM MeKONMTar
Tnx?

B uem 3aknoyaeTcs NPUHLUN KOTMHEAPHOCTU NMPUMEHUTENIbHO K FOMeo
WCHbIM reHam?

KakoBa po/sib FOMe03UCHbIX TeHOB B MopdoreHese?

Kak perynupyeTtca akTUBHOCTb FOMEO3UCHbIX FeHOB?

B uem cyTb 1 3HayeHUe onbITOB BanbTepa MepuHra?



(naBa cegbmas

AMBPNOHANBHAA MHAOYKUMNA U TEHBbI,
EE KOHTPOJTNPYOLWWME

YTO TAKOE SMBPVUOHA/NbHAA NHAYKUWA?

Mop ambpuoHanbHOW WHAYKUWEA NOHMMalT B3aMMOAei-
CTBMe 3MOPMOHa/bHbIX 3aKNafokK, Beayllee K hopMoo6pa3oBaTenbHOMY
aphekTy. BTOT 3hheKT AOCTUraeTCsA 4Yepe3 peakKumto TKaHU-MU
LWIeHW, KOTOopas CTaHOBUTCHA AeTEePMWHMPOBAHHOW K OnpefeneHHOMY
Twuny pasnTua. Lanee jeTepMUHUPOBAHHOE COCTOSHME peannsyeTcs
B npouecc andepeHLnpoBKN.

MepBMYHON 3MOPMOHANBLHON MHAYKLMEN NMPUHATO HasbiBaTb (Kak
0Ka3anocCb, He COBCEM TOYHO) B3aMMOAeiCTBME XOPAOME30fAepPMbl K
rTPe3yMnTUBHOW HEPO3KTOLEPMbl B X04e racTpynsayum, o6ycnosam
BaloLLee NpoLecc NepBMYHOro opraHoreHesa — (hOpPMUMpPOBaHME HEPB-
HOM Tpy6KuU. B pesynbTaTe 3TOr0 B3aMMOENCTBUSA 3anyCKaeTcs LeMb
MopgoreHeTnyeckux (popmoobpasoBaTenbHbiX) COObITUIA. B 3aBucu-
MOCTM OT Tuna obpasyemMblX NpW 3TOM CTPYKTYp pasnuyatoT cinepyto-
Wwue BapMaHTbl NEPBUYHON IMOPUOHANBHOW MHAYKLNK:

* apxeHuethanuyeckas — B pe3ynbTaTe Hee 06pa3yrOTCA nepefHUii Mo3r,

HOr, rnas, XpycTanuk;

o [peiiTepeHuedannyeckas — CpefHUiA MO3r, 3afHWUIA MO3T, CNyXOBble My-
3bIpbKU’

* Me3ofepMasibHO-3HTOAepManbHass — MNpefcTaBfeHa TpPems Bapuad
Tam u:
1) cnuHo-KayAanbHas — CUHHOW MO3F, XBOCTOBasi XopAa, COMUTbI\
2) TYyNnoBULWHO-Me30[epManbHas — TYMOBULLHAS XOp4a, COMUTBI,

MoyeyHble KaHabLbl, Me30TENNIA, KPOBAHbIE OCT POBKMW;

3) aHTOAEepManbHaA — rnoTKa, NULLEBOA, KULLEYHNK.

ABNeHME MEepPBUYHON IMOPUOHANBHON WHAYKUWKM OTKpbin B 20-€
rogsl XX B. Bblgawowuinca Hemeukuii amépuonor I.lLnemaH (puc. 7.1).
OH cuuTan, 4To BeCb NPOLECC MHAUBUAYANbHOIO PasBUTUA CKAafdbl-
BaeTCAa U3 Uenu aMOPMOHaNbHbIX MHAYKLUWIA, Wwar 3a warom onpeje-
nawmnx hopmoobpasosaHue, AN hepeHLMPOBKY OPraHoB U UX CUC-
TEM W CTaHOBJIEHME BHELHEro 06/inKa pasBuBatoLLeiics ocobu, ee pe-
rmoHanusauuio (puc. 7.2).

I.lWnemaH, npoBoAA OMbITbl MO TPaHCNaHTauuMM y4yacTka ryosbl
6nactonopa OT O4HOrO 3apofbllia TPUTOHA Ha BPIOLLIHYI0 YacTb APYro-
ro 3apofbiia, NoAyYMa YAUBUTENbHbIV pe3ynbTaT: Ha GpHOWHON CTo-
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Iliic. 7.1. TaHc W nemaH. MMepBOOTKPbI-
siiiit-nb IMOPUOHANBHON MHAYKUMK. NlaypeaT
IMtonicBckoli npemun. CosaaTenb COBPEMEH-
HOW 3KCNEpPMMEHTaNbHOM aMBpUoNorun.

WcenegoBaHua LnemaHa v ero yyeHu-
loH Npugann yyeHuo 06 MHAMBUAYANbHOM

[4TUTUN COBEPLUEHHO HOBbIV BUA

poOHe 3KCNepuUMeHTasbHOro
npopabiwa hopMmumpoBanachb
nutopas Hepsas MNAacTUHKa,
pasBmBaBLlLanca Mo3gHee B
HepBHYH0 TpyOKy. Ha Kaxaolii
ce CTOpoHe 06pa3oBbIBa/INCH
CNyX0Bble MY3blpbKKW, pAgbl
COMUTOB M TakKMM 06pa3om
Mo3HMKana BTOpas 3aknagka
0CeBbIX OpraHoB (puc. 7.3). 3tu
OMbITbl U 3a/10XXKUN OCHOBbI
yyeHns 06 aMOpPUOHaNbLHON
NHAYKLMW, 0O CUX NOP 3aHWU-
MatoLLero LeHTpanbHoe mec-
TO B 6UONOTMN MHANBUAYASb-
Horo passutusa. B 50—60-e
logbl XX B. ronfaHACKNIA am-
Wpwonor MN.Hbokoon npoge-
MOHCTPUPOBa, 4TO MEPBbIM
NHAYLUPYOLWMM COObITUEM B
pa3BMUTMK 3apojbllia SABNAET-
cA He BO3JelCTBME XOopAoMe-
I04epMbl Ha NPE3YMNTUBHYIO
HEPBHYI MAACTUHKY, a CTu-
MYnSiLMs SHTO4EPMOl Npeob-
pas3oBaHUS CMEXHbIX K/IETOK
n XOPAOME304epManbHyH 3a-
Knagky. o cytu gena, 3To co-
6bITMe 1 ABNSETCA UCTUHHO
NEPBUYHON 3MOPUOHANbHOU
nHaykunei (puc.7.4).

Puc. 7.2. Cxema uenun MHAYKLUNA,
CONPOBOXAAKLNX NHANBUAYANbHOE
pasBuTue (no: Muxaiinos, 1988).

CTpenkamu nokasaHo Hanpas/ieHWe BO3-
neicTBus; B — BeHTpanbHas; [ — gopcanb-
Has

SkTopepMa n=====-
[Ap—

B

SKToappMa

3nugepmuc,
HelipoakToaepma

(mepenan
nrncTMHKa)

dnupepmuc,
ronoBHoit Moar,
CAM4HOl M O3,
HepBHbIA rpe6EmMb,
MeaeHxuMa XBocTa,
oprael 4yBCTB

| A

Mesogepma

Memgepma-.
npexopaanHas,
natepansHas,

cepaua, xopasl

X,

comnTel,
XBoCTOBas
xopaa, noukm,
KpoBb, cepaue,
KOHEUHOCT 1

Beretrrumns
nonosnHa

Eeretarrn6kas

B A

SHTOAEpMa

B A

IuTOAEpMa

3uTOAEpMA
(paanuynele
30HbI),
BHUCLEpanbHblit
anuTenuit

Fnotka,
Kenygok,
KWeuHuK,
nevens,
nerkue
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Puc. 7.3. TpaHcnnaHTauus Kycou-
Ka MHAYLUPYIOLWEeA TKaHW B pasHu
BaloLWmniica aM6pUoOH TpuToHa (Mo:
Tiedeman, 1963).

B pesynbTaTe TpaHcnnaHTauuu obpasy-
€eTCA BTOpasA CMCTemMa 0CeBbIX OPraHoOB. Yy npea-
CTaBNEHHON Ha doTorpaguu NUYUHKN Tpu-
TOHa BMAHa BTopas ronosa ¢ rnasom (E.i.)

OoreHes
[po6nenve / BeHTpanbHas Me30AePMa  BeyrpanbHas
* Mesojepma
mesogepma *
OM D . ABr/
VV.'BBrX;
VHAyKUMA mMesofepMbl Jopcanusayms
BereTaTuBHbIMU BEHTpasbHOi
KneTkamm Me304epMbl
BeHTpanbHas
mesoaepma
HelipanbHas
VHAYKLMA

Puc. 7.4. Cxema, unnooctpupyouwasds MHAYKLUNOHHbIE B3auMOAENCTBUA B paHHeM
pasBuTum Xenopus (rio: Smith et al., 1985).

B npouecce ooreHesa BO3HMKaeT aHUManbHO-BereTaTuBHas NofspHoOCTb. locnie on1oA0TBOPEHNUS NpPo-
VCXOAWT nepepacnpejeneHne LUMTONNasMbl, OHO AeNUT BEreTaTUBHYI YacTb Ha AOPCO-BEHTpanbHyo (ABr)
1 BEHTpO-BeretatusHyto (BBr) o6nactu. B nepuog fpo6neHns ocylecTBNseTca MHAYKLUA Me3oaepMbl. O6-
nactb f1Br nHAYLMPYET B Nexalwunx Hag Heii JOpcanbHbIX KPaeBblX KneTkax akTMBHOCTb opraHusatopa (O),
Torga kak obnacte BBr uHgyuupyet ocesyto mesogepmy (M). MonsapHocTb mesogepmbl (M1, M2, M3, M4)
ABNIAETCA OTPaXKeHUeM NOoNApPHOCTN NOACTUNAKLWMX ee BEHTPa/IbHbIX K/NETOK. B nepunog racTpynsaynn BeHr-
panbHas M GokoBas Me3oJepMa MepemellaoTcss MO CTOPOHAM 3apofbilia (Ha PUCYHKe He MoKasaHbl), a
fopcanbHas mesofepma pacnpocTpaHsetcs (Ol, 02, 03, 04) n nHAYyuMUpyeT nexawyne Hafg Heii aKToAep-
ManbHble KneTku. NHAYKuna nobyxaaeT aKToAepManbHble KNeTKW K NpeBpalleHunto B HelipanbHble KNeTku
(H1, H2, N3, H4). Takum o6pasom, NONFPHOCTb IHTOAEPMbl NepedaeTcs HelipanbHOW TKaHW. HenHayum-
poBaHHas akToAepma (A) cTaHOBUTCA anugepmucom ()

YTO TAKOE VHAYKTOP N KOMMETEHTHAA TKAHb?
Kaxpas am6puoHanbHas MHAYKLWS XapakKTepusyeTcs

TpeEMA q)aKTOpaMI/I: NWHAYKTOpP, KOMMNETEHTHaA TKaHb, B3aVIMO,q€I7ICTBI/IE
NHAYKTOpa " KOMMNETEeHTHON TKaHMW.
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HaykTop

MHgykTop (6onee cTtapoe HasBaHMe — OpraHM3aTop) — TKaHeBas
blKNagKa, BO3AeliCTBYOLAan Ha KOMMNETEHTHYIO TKaHb. XapakTepusy-
eTca psAAoOM 0CO6eHHOCTel: o6pasoBaHMEM WHAYLMPYIOLMX areHTOoB,
co3peBaHMeM CMNOCOBHOCTW K MHAYKLUWMW, aBTOHOMHOCTbIO CO3peBaHUs.

O6pa3oBaHWe WHAYLMPYHOLWMX areHToB. SPHEKT 3MOPUOHANLHOM
WHOYKUUKN, KakK OyJeT rnokasaHo HuXXe, 06YyC/NOBNEH WHAYLUPYHOLWMN-
MM areHTamu. B uccnegosaHmax nabopatopuin X.TugemaHa, C.ToliBo-
neHa, T.AMagbl OblI0 MOKa3aHO, 4YTO 3TO HU3KOMOMEKYNApPHble 6en-
KW, KOTOpble BbILENATCA MHAYLMUPYIOLLEA TKaHbO U BOCNPUHMMA-
I0TCA KOMMNETEHTHOW TKaHbl, BbI3biBafA (OopmMo06pa3oBaTeNibHbIN
*pcpexT. Mpegnonaranocb Cyw,ecTBOBaHME ABYX NHAYLUUPYIOLLNX areH-
Te — HelipanusylolWwero n mMe3ofepmMann3yoLlero, 0T COOTHOLWeHMNS
KOTOpbIX 3aBUCUT pPermoHanbHas cneym@uUyHoCTb MHAYLUUPYIOLWEro ag-
thekta. Puc. 7.5 nnniocTpupyer 3Ty, TaK Ha3blBAEMYIO ABYXTPafUeHT-
HY TMnoTesy amMOpuoHanbHOW WMHAYKUMKM. Kak Mbl yBUAMM, B feli-
(TBMTENbHOMYU MexaHW3M BAUAHUA WHOYLMPYHOLLMUX areHToB 6osnee
cnoxkeH. OHKM 06pasytoTcs ele B MepUOA 00reHesa v pacnpegenstorcs
no 06beMy pasBuBalOLLerocs Aila HepaBHOMepHO, hOpMUPYS rpagm-
EHTbl pacnpejenieHns, BaXKHble 419 HOPManbHOro npouecca amb6puo-
HafbHOro passuTua. X.TugemaH (puc. 7.6) 06HapPYXui, 4TO MHLYKTOpP
HaxoAWUTCS B CBA3aHHOM C 6E€/TKOM-UHTMONTOPOM MHAKTUBUPOBAHHOM
COCTOSIHMU, TaK YTO aKT MHAYKLMMN COMPOBOXAAeTCA BbICBOOOXKAEHM-
eM MHAYKTOpa U3 3TOW CBA3N. **

Taknm 06pa3om, NOCTynawLiMe B KOMAETEHTHY TKaHb MOMEKY bl
WHAYKTOpa SBAAKTCA KakK Obl TPUTTEPHbIM CUTHANOM K Havany uen-
Holl PeakuMn —y[aneHno MHrMbmTopa u BbICBOBOXAEHNIO COOCTBEH-
Hbix OENKOB-UHAYKTOPOB. OTKpPbITUE MHITMOBUTOPOB NO3BONIO0 06DBAC-
HUTL HA MOJIEKY/ISPHOM YPOBHE ABJieHME OTKPbITON J.[onbTpeTe-

X

Puc. 7.5. Cxema fByxrpagueHTHOM’
wnotesbl (M/N -runotesa) ambpuo-
HanbHOM uHAykuun (no: CakceH, ToW-
YoHeH, 1961).

CornacHo aToil runoTese, B pa3BuBaioLLeMcs
Alille cylecTByeT fBa TUNa 3MOGPUOHANbHbBIX UH- MesogepManbHble
NYKTOPOB — Me30fepManbHblii (M) 1 Helipanb- MHAYKUMA
Hbill (N). TMepBbli MHAYLUPYET HeiipanbHbie (m -arewT)
NPYKTYpbl, BTOPOIi — Me30jepManbHble nMpous-
HOAHble. PernoHanbHas cneyuuyHoCTb 3aBUCUT

OT KO/IN4eCTBEHHOI0 COOTHOWEHMA KOHLUEHTpa-
3agHermobble

UM 9TUX MHAYLNPYIOLWMX areHToB B COOTBET- ARAYKUAN
<wytouweir obnactn 3apopbiwa. HelipanbHblii (M/N-areHTbl)
areHT B YMCTOM BUfE [JO/KEH WHAYLMPOBaTb

TNbKO NepefHeronoBHbIe CTPYKTYpbl, fob6aBne- MepegHeronopple
HMe Me30/epManb/Ioro areHTa BefeT K CABUTY (e

VHAYKUMM B CTOPOHY 3a/iHEFOM0BHBIX CTPYKTYP,
Me30epMasbHbIX MPOU3BOAHbIX B 3aBUCUMOCTY
Or KO/IMYEeCTBa Me304epMajibHOro areHTa
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Puc. 7.6. XeliHy TugemaH. Hemeuknii am6
puonor.

Bnepsble BblAeAMA (hakTop, OTBETCTBEHHbIA 3a WH-
AYKUMIO Me304epMarbHbIX MPOM3BOAHbIX. PaspaboTan opn
TMHaNbHY0 MOJENbHYI0 CUCTEMY, MO3BOMMBLUYIO aHann-
31poBaTh cneyntmnKky hopmoobpasoBaTeNbHbIX NPOLECC»»
B 3aBMCMMOCTM OT COOTHOLIEHNS KOHLEHTpaunit nupyK'
TopoB

pOM TaK Ha3biBaeMOW caMOHelipanu-

Ll k 3auun, guddepeHunpoBkn 6e3 BO3-
AencTBuA nHaykropa (puc. 7.7). Yxe

[aBHO W3BECTHO, 4YTO AUDdepeHT-!
H  poBKa 3KTOAEepMbl racTpynbl MOXeT
6bITb Bbl3BaHa Pas/IMYHbIMUN BeLLECTBA-

M U MK K 6e3 fo6aBNeHNA UHAYLUPYIOLWUX

areHToB — LWEeNoYn, MOYEBUHbBI, TU-

Kucnotbl. O6lLLee B HUX

4TO OHW 60Onee UM MeHee TOKCUYHbI
ana aKTofepmbl. AuddepeHunposka
3KTOepManbHbIX 3KCMIAHTATOB (KYCOYKOB TKAHW, BbIpe3aHHbIX U3 3a-
poAbllla U MOMELLEHHbIX B CPeAy AN KY/NbTUBMPOBAHUSA) MOXET 6biTb

Puc. 7.7. Cxema, nnnwoctpupytowas npejctasnedns Ox.FonbTdpeTtepa (1948) o
MexaHuW3Me camoHelpanusaunuy N ee CBA3N C MHAYLMPYKOLWNUM AelicTBUEM YBUTBIX U
HOpMasbHbIX TKaHein UHAyKTOpa.

A n B — KOMMNeTeHTHas aKToAepMma, cogepxalias areHTsl X 1 N B (hopMe HeaKTUBHOrO COefUHeHUs
XN. Mpun feiicTBNM coneBoro pacTeopa 3TO COeAMHEHMe pacliennseTca , BbICBOGOXKAAOLWMECH areHTbl X
NpoAoMKAT NaBUHHO pacwennaTb rpynnsl XN, a BbicBO6OXjatowniica HeliporeH N Bbi3biBaeT Helipanu-
3aumto.

B wn T —npu aeiicTBum y6uTON 3KTOLEPMbl U HOPMaNbHO XOPAOMEe30epMbl B 9KTOAEPMY NnepexonT
OfMH areHT X. 0CBOGOXAEHHbIV Y6MBaHMEM B 3KTOAepMe W 060COGNEHHbI OT Me30fepManbHOro areHTa M
B Me3ofepme. / — cONeBOi pacTBOP; 2 — HapyXHas MOBEPXHOCTb 3KTOAEPMbl, MOKPbITas NOBEPXHOCTHOI
060N104KOW; 3 — BHYTPEHHAA “06HaXEHHaA” NOBEPXHOCTb IKTOAEPMbl; 4 — yb6uTas sKToaepma; 5— xoppao-
me3sozepma
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Bbl3BaHa M3MeHeHWeM cocTaBa cpedbl. OUYeBUAHO, TaKOro poja 3KCT-
peManbHble BO3AEWCTBMA, MepeBofsAl e KNeTKy B COCTOAHME, KOTO-
poe rpaHW4YnUT C SIM3MCOM, CNOCOGCTBYIOT pa3pblBY CBA3U WHAYKTOP-
MHIMOUTOP, TaK YTO MHAYLMpPYOLWMe PAKTOPbI, MPUKPENNEHHbIE BMe-
<TC C MHTMOBUTOPOM K MeMbpaHHbIM CTPYKTypam, MOryT BbICBOGOX-
[aTbCa U3 3TUX CTPYKTYpP M “OopraHun3oBbiBaTh” guddepeHunanbHyo
XCMPECCUo reHoB B CaMOMN(epeHUNPYIOLLNXCA KNETOYHbIX CUCTe-
Max.

Co3peBaHune cnocobHOCTU K MHAYKLUMKU. OHO 3aK/H0YaeTCqd B Perno-
HanM3auum — NOoCTENeHHOM NPUOGpPeTEHNN KaXAO0N Y4acTblo UHAYL -
pyloLleid TKaHMW CMOCOBHOCTM WMHAYLMPOBaTb OMpejeneHHblii Habop
CTPYKTYp. TKaHb MHAYKTOpa He cpasy npuobpeTaeT CMOCO6GHOCTb K
WHOYKLMW BCEro TOoro cnektpa CTPYKTYp, KOTOpbIii o6pa3yeTtcs nog ee
NAMsHMeM B xofe ambpunoreHesa. Ha cambix paHHUX CTaguax cospesa-
HWA OHa o6nafaeT CNOCOOHOCTbIO MHAYLMPOBATb NULWb 06pa3oBaHue
MUTMEHTHbIX KNeTOK, 3aTeM mnepefHeronoBHbIX CTPYKTYP U, HaKOHeL,
Me3oepmasibHbIX CTPYKTYp. NHAYyUmMpylowas xopgomesofepma nocre-
MEHHO pacyYNeHsaeTCA Ha 30Hbl, AalolW e pa3Hblii permoHanbHbIi 3t -
(hekT (puc: 7.8).

ABTOHOMHOCTb CO3peBaHMA UHAYKTOpa. 3aBUCUT fIN MpoLecc co3pe-
BaHWA MHAYKTOpPa OT OKpYXallWnX TKaHelh unu ABnseTcs aBTOHOM-
HbIM? OTBeT Ha 3TO BOMNPOC 6bia MOMYyYEH C MOMOLLbIO MeTofa 3KCnN-
naHTaummn. Kycouyku TKaHW WHAYKTOpa Bblpe3ann U3 3apojbillei am-
(hnbuii Ha paHHeli cTaguMm pasBUTUA U KYNbTUBUPOBanu B h1M3nM0n0-
rMYyecKoMm pacTBope Ans amhmbuin» Uepes onpeseneHHbie NPOMEXYTKN

Puc. 7.8. PernoHanbHasa cneynuyHocTb MHAYKLUM (no: Mangold, 1933).

MoxeT 6bITb 06Hapy)XeHa NOCPeACTBOM UMMNNAHTaLUKN Pas3NyHbIX YHacTKOB KpblLliy apxeHTepoHa (060-
XayeHbl CepbiM LBETOM) B 6n1acToLenb 3apofblia 06bIKHOBEHHOTO TPMTOHA Ha CTaAuW paHHell racTpynbl. Y
KUBOTHbIX-X035€B CPOPMUPOBANUCHL Pa3NNYHbIe AONONHUTENbHbIE CTPYKTYpbl: A — ronosa ¢ 6anaHcepamu.
b — ronosa ¢ 6anaHcepamu, rnasamMum 1 nepegHUM MO3rom. B — 3agHAf 4acTb roNnoBbl, 3afHUIA MO3r U
ClyX0Bbl€ My3bIPbKNU: [ —TYN0BULHO-XBOCTOBbIE CTPYKTYPbl
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Puc. 7.9. MeToauka “caHpBuuya”, paspabotaHHas [x.FonbThpeTepom (no: un-
6epT, 1994).

YyacTKn CNUHHOW ry6bl 6nactonopa, B3ATble Ha CTaAuW paHHeid (“monogble™) u nosaHei (“ctapble”)
racTpy/ibl, NOMeLLeHbl MeXAy ABYMs CNOSMU IKTOAEPMbl PaHHel racTpysbl. Bo3pacT cCMnHHOI ry6bl 6nacTo-
nopa onpegensieT cneyu@UUHOCTb MHAYLIMPYEMbIX CTPYKTYP

BPEMEHMW CPaBHMBANN UHAYLMPYOLLME CTOCOOHOCTM 3TUX IKCNNaHTa-
TOB WM TKaHW WHAYKTOpa, BXOAALWel B COCTaB pa3BMBaloLLerocs 3apo-
Ablwa. fenany 3T0 C NOMOLbLIO TaK Ha3blBaeMOro Metofa CaHfABu4a
(puc. 7.9): nsonupoBanu MNpe3yMnTUBHYK HEWpPO3IKTOAEpPMY U B Hee
“3aBopaynBann” Kycouyku uHgykrtopa. Monyyanocb HEKOTOpPOe NMoAo-
6ue caHABMYA MM NenbMeHA. Takoin “nenbmeHb” nomew,anm B pusn-
0/I0TMYECKNIA pacTBOP U Yepe3 HeCKONbKO AHE aHannM3npoBanu ruc-
TONOTNYECKW, KAaKUEe CTPYKTYpbl 6blAM UHAYLMPOBAHbI B KOMMETEHT-
HOl TKaHu. OKa3anochb, YTO MHAYLUPYIOLLME CBONCTBA TKAHN U3MEHS-
I0TCA BO BPEMEHW COBEPLUEHHO OAMHAKOBO B Cinyyae, Korfja KyCOUKM
TKaHW HaxofAaTcA B COCTaBe 3apojblilla WU KOrga U30/IMpoBaHbl B Ky/b-
Type.

CnepoBaTenbHO, co3peBaHMe MHAYKTOpa OCyllecTBAseTCA aBTo-
HOMHO, He3aBMCUMO OT OKpYy>KaloW X TKaHeil 3apogbiia. B xoge co-
3peBaHUs M3MEHSITCS MHAYLMPYIOLLNE CBOWCTBA TKaHW B CTPOro on-
pefeneHHOM HamnpasieHWn U 3aKOHOMEPHO.

KomneTeHTHast TkaHb (pearmpytoLuas crctema)

370 Ta TKaHeBas 3aknafka, KoTopas NoABepraeTca AeACTBUIO WUH-
OyKTOpa v 0TBeYaeT Ha Hero popmMoobpasoBaTeNbHbIM npoueccom. Kak
M MHOYLMPYIOLWAA TKaHb, €e XapakTepusylT TpU CBOWCTBA: KoMMe-
TeHUnsda, aBTOHOMHOCTb CO3peBaHUA, 3d)dJeKT MWHUManbHOM Macchl.

KomneTeHumns. 3T0 (hU3MONOTMYECKOE COCTOSHUE pearvpyroLei
CUCTEMbI, B KOTOPOM OHa CnocobHa BOCMPUHUMATb BO34ENCTBME UH-
aykTopa. [leno B TOM, YTO K/IETKM pearuvpytoLieil CUCTEMbl AOMXKHbI
NPoNTM onpefeneHHble (dasbl PasBMTUA, MPEXAe YeEM OHM npuobpe-
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Puc. 7.10. MocTeneHHana yTparta
KOMMeTeHLUN B X0fe racTpynauum,
onpegensaemas mMeTogoM “sKTopep-
ManbHOW cknagkun” (no: Helokoon,
1959).

Mo ocv opaMHAT — OTHOCUTENbHOE pac-
CTOSIHME, Ha KOTOPOE PacrnpocTpaHseTcs aK-
nusupylowce u TpaHchopMmupytolee Aen-
cTBME

ryT CMOCO6HOCTb K BOCMpUSA-
TUIO CUTHANOB WMHAYKTOpPa K
JeTepMuHaumMu ngndhepen-
LIMPOBKe.

Jo cux nop Heus3BeCTHbI
MOMeKYNAPHO-TeHeTUYecKue
OCHOBbl KOMMETEeHLWUU, HO
npegnonaratT, YTO OHA MO-

XeT 6bITb CBA3aHa ¢ 06paso-
BaHMeM peLenTopoB, CMNOCOOGHbLIX “OMN0O3HABATh” MOMEKY/bl UHAYKTO-
pa n obecneumBaTb UX TPAHCMOPTUPOBKY BHYTPb KNETKH.

Takum o6pa3om, pearvpyrowas cucrtema, MoA06HO WHAYKTOPY,
[ONXHa co3peTh A1 OCYLLECTBAEHUA UHAYKLUN. DTO cO3peBaHue pea-
NM3yeTcA B flaHHOM C/lyyae Ha ypPOBHE M3MEHeHUs KomneteHuumu. Ha
puc. 7.10, 3aumcTBOBaHHOM U3 paboTbl M.HblOKOONA, LEMOHCTPUPY-
I0TCH M3MEHEHNA KOMMETEHLMUMN B X04e aMbpuoreHesa.

ABTOHOMHOCTb CO3peBaHuns. BrnonHe 3aKkOHOMepeH BOMPOC, U3MEHA-
eTCA N KOMNETEHLMA pearnpyroLleil CMCTeMbl NOJ BAUAHUEM pa3Bu-
TUS OKpY>XalLlWmnx TKaHein nnm Hanogobue co3peBaHUa MHAYKTOpa —
aBTOHOMHO ?

OKCMepuMeHTbl, NOCBALWEHHbIE peLeHno 3TOro BOMPOCa, CXOf-
Hbl C OMWCAHHbLIM Bbille OMbITAMW MO OMPeAeNneHnt0 0cobeHHOCTeNn
CO3peBaHNA NUHAYKTOPA. B HUX TakXe UCNo/b3yoTCA METOLbl 3KCMIaH-
TauMnM M C3HABMYA, TOJIbKO TECTUPYHOTCA CBOWCTBA KOMMNETEHTHOINA
TKaHW, a NOTOMY OHa KY/IbTUBUPYETCA pasHble NMPOMEXYTKN BPeMeHMU.
CpaBHUBaeTCA CNEKTP MOP(ONOrMYECKMX CTPYKTYp, 06pasoBaHHbIX
KOMNETEHTHOI TKaHblO CIHABMYA Yepe3 pasHble NPOMEXYTKU Bpeme-
HW ee KyNbTUBMPOBaHUA. MNonyyeHHbIe pe3ynbTaTbl CONOCTABAATCA C
[JaHHBIMW ONbITOB, NPOBEAEHHbIX C KOMNETEHTHOW TKaHb, U30/M-
pPOBaHHOW M3 Lenoro 3apoAbiwa (Y4epes Te e NPOMEXYTKN BPEMEHMN,
Yyepes KOTOpbI® nccnefosasyv KOMMNETEHTHYIO TKaHb B YC/I0BUAX 3KCI-
naHTauum) v NOABEeprHyToW AelcTBUIO MHAYKTOpa. OKasanocb, 4TO
BPEMEHHble M3MEHEHUSA KOMMETEHLUNMN TKaHEeBOW 3aKNafKn COBEPLUEHHO
WAEHTUYHbI HE3aBUCMMO OT TOr0, HaxogWTCA NN OHA B 3KCnnaHTaTe
WNN B LLe/IOM 3apojblLue.

CnepoBaTenbHO, co3peBaHne KOMMETEHTHOW TKaHMW, KakK 1 co3pe-
BaHME MHAYKTOpa, aBTOHOMHO, CTPOro HamnpasfeHO, 3aKOHOMEPHO U
He 3aBMCUT OT TKAHEBOIO OKPY>KEHMUsI.

133



B co3peBaHMN KOMMETEHTHON TKAHW BAXHYH POSib UTPAET HE TO/b-
KO K/eTOYHbI, HO W TKaHeBblli ypoBeHb. OKas3anocb, YTO Mpe3ymn-
TWBHasA HeNpO3KTOAepMa reTeporeHHa 1 COCTOUT U3 [BYX KNEeTOUHbIX
nonynauuin. C NnomoLwbio 31eKTPOHHOTO0 MUKPOCKOMa B HEMpO3KTO-
Lepme y TpUToHa 6biiv 06HapYXeHbl 31eKTPOHHONNOTHbIE U Npo3pauy-
Hble KNeTku. Ecnn Ha akcnnaHTaTbl NPe3yMNTUBHOW 3KTO4epMbl NO-
LelicTBOBaTb Me304epMann3yoWwuM MHAYKTOPOM, TO 31eKTPOHHONNOT-
Hble KNeTKW [LereHepupyroT, a Npo3payHble Jal0T Hayano pasfiniHbiM
NPon3BOAHbLIM Me3ofepMbl. C MOMOLLLLIO 3neKTpodopesa Auccounmnpo-
BaHHblEe K/eTKW MNpe3yMNTUBHOW 3KTOAepPMbl yAaeTcs pasfennTb Ha
4Be rpynnbl (N0 MX KOMMNETEHTHOCTM): 1) pearnpyrowme Ha Helipanm-
3yLWKNIA MHAYKTOP M TMbHyuwmMe npu 06paboTke mesogepmanu3syto-
WWM areHToOM M 2) ¢ NPOTMBOMOJIOXKHLIM TUMOM peakuuMnM Ha 3Tu
areHTol. B ganbHeliwem 0Kas3anocb, YTO M3MEHEHWS B KOMMETEHLUM
OMNCCOLMUPOBAHHbLIX KNETOK NPe3yMNTUBHON 3KTO4EPMbl KOppenupy-
0T C U3MEHEHUSAMU B MX YYBCTBMTENbHOCTM K paspyllallemy fei-
CTBUIO MHAYKTOpa. CnefyeT 06paTUTh BHMMaHMWe Ha TO, YTO Mopdore-
HeTUYeckue npoueccbl BoobLe 06bIYHO CONPOBOXAAOTCA rMbenbio
3HauYMTeNbHbIX Macc KneTok (cM. pasgen “Anonto3” ¢.190). n ato obec-
neynBaeT NocneAoBaTeNIbHYI0 CMEHY MONYNALNA KNeTOK B XO4e OHTO-
reHesa. HaumHas ¢ caMblX paHHUX 3TanoB pa3BUTUA OHa HabnoaaeTca
B Pa3/IMUYHbIX TKAHAX — HEPBHOW, MblleYHOl n ap. nbenb KNeTok B
xo4e AN PepeHLNPOBKN UMArnHaNbHbIX AUCKOB Y HaceKoMbIX 6bina
OnucaHbl MHOTMMMW aBTOpaMMm.

AP heKkT MUHMMaNbHOI Maccbl. YT06bI KOMMNETEHTHAA TKaHb pearu-
poBana Ha feiicTBMe WHAYKTOpPa, KPOMe BCEro npo4yero, Heo6xo4MmMo
Hanuuue B Heli ONpeAeseHHOro, MMHUMAaNbHOIO KOMYECTBa K/ETOK,
T.e. TpebyeTca HEKOTOPLIA “Mopor macchl”. Bnepeble 3TO 06HapyXun
K.'po6cTaliH y ubinneHka, HO 60/1ee 4eMOHCTPATUBHbI OMbITbl HA aM-
thunoéusax I.B.Jlonawosa. OH cpawmsan 2—10 pparMeHTOB, BblfeNeH-
HbIX 13 06/1aCTN NPEe3yMNTMBHON FONOBHON Me304epMbl paHHel racT-
pynbl. AKCNNaHTaTbl U3 O4HOTO (hparMeHTa pa3BuBaINCh B NOMEPEUHO-
nonocatble MbllLbl 6€3 XOpAbl UAN KaKUX-HUGYAb APYTrUX TKaHeBbIX
KOMMNOHeHTOB. OfHaKo Npu COBMECTHOM Ky/bTUBMPOBaHUM 2—4 Ta-
KUX )parMeHToB OHU 06pa30BbIBa/IM KOMMNAKTHYIO Maccy, B KOTOpPOW
pasBMBalOTCs yyacTkm xopgbl. Komb6uHaymna 4—5 Taknx pparmeHTOB
npusoAnna K 06pas3oBaHunIo MblWL, XOpAbl U anugepmuca. Mpu Kynb-
TUBMpOBaHMM 6—10 (hparMeHTOB BO3HWKaNW MO3rOBble CTPYKTYpbI,
006bIYHO Ha ApYrom KOoHLe 3kcnnaHTata. CyMMapHyl KapTUHY pasBu-
TS MOXHO MpeAcTaBuTb Crefyroumm obpasom:

e ldparMeHT — MbILLbI;

e 2—4 (hparMeHTa — MbILWWLbl + XOpAa;

e 4—5 (hparMeHToB — MbllLbl + XOpAa + 3anuAepMuc;

* 6—10 hparMeHTOB — MblW bl + Xopga + anugepmuc + LIHC.

.B.JlonawoB NpefnonoXuna, 4To Ha cTaguu paHHel racTpynbl B
30He Oyfylieil Me304epMbl M3MEHAIOTCS CBOMCTBa B HanpaBneHUn oOT
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KpaeBOW 30HbI K aKTOAepMe. Mexay aKTo4epManbHON U Me3oaepmanb-
MO KOMMNETEHLUEW 3TOM 30HbI (T.e. CMOCOBHOCTbLIO DOPMUMPOBATH IK-
TofepManbHbie ¥ Me304epMasibHble MPOU3BOAHbIE) CYLLECTBYHOT On-
pefeneHHble COOTHOLIEHUS, TaK YTO yBe/inyeHne o6Lero KonnyecTsa
Npe3yMnTUBHbLIX Me304epMabHbIX TKaHel NPpUBOAUT K Hellpanusayum
NoAroN0BHOI TKaHM.

C Kakmmu cobbiTMAMM cBA3aH 3PPEKT MUHUMANBbHON Macchl? He-
KOTOpble aBTOPbl MpeAnonaratT, YTO OH 00ycnoBneH Heob6xoAWMO-
CTblO MOPOroBOl KOHLEHTpauun 6enka-mHAyKTOpa AN OCYLLecTBe-
HUA cTUMynupytouiero apdekta. Yem 6onblue KNETOK B KYCOUYKe, TEM
Bbllle KOHLEeHTpauus B HEM MOMEKYN WMHAYKTOPa, CKanauMBaroLMXcs
B MEXKNETOUHbIX Wenax. Of4HaKo NpAMbIX 0Ka3aTenbCTB 3TOW runo-
Te3bl NOKa YTO HE MOMYYeHO.

B3aI/IMO,CI,el7ICTBI/Ie MHAOYKTOpPa " KOMNETEHTHOWN TKaHU

3T0 B3aMMOfeicTBME XapaKTepusytoT CredytoLmne Tpyu napameTpa:
NPOHUKHOBEHWE WMHAYLMPYIOLWMX areHTOo0B B KOMMNETEHTHY TKaHb, Npo-
CTpPaHCTBEHHbIE 3aKOHOMEPHOCTMU B3&VIMO,q€I7ICTBVIﬂ, BpeMeHHble 3aKOHO-
MepHOCTMN BSaMMOAeVICTBMH.

MNMPOHMKHOBEHWE WHAYLUUPYIOLWNX areHTOoB B KOMIMETEHTHYIO TKaHb.
OnuTenbHoe Bpems LWen cnop, 4OCTAaTOYHO AU 414 peanu3aummn akra
MHAYKLMN NPOCTOro CONPUKOCHOBEHWUS TKaHEeW WMHAYKTOpa W pearu-
pytolieii CUCTEMbI UM HEOHXOAMMO MPOHUKHOBEHWE MONEKYN UHAY-
UMPYHOLMUX areHTOB M3 TKaHW WMHAYKTOPa B KOMMETEHTHYH CUCTeMY
(puc. 7.11). **

B onbiTax X.Bpawe, K.Mpo6cTaiiHa, JI.CakceHa u gp. 66110 noka-
3aHO, YTO OTAe/NeHMe WHAYKTOpa OT KOMMETEHTHOW TKaHW C MOMO-
Wbt0 MeMOpaHHbIX QUIBTPOB, NPELOTBPALLAOLIMX UX KOHTAKT, He 40-
NnycKarwWwmnx U dysmio NHAYLUPYIOWMNX areHToB, He npejoTepalLaeT
MHAYKUMIO. Bonee Toro, ecnm NPOKYNbTUBMPOBATb WMHAYLUPYHOLLYIO
TKaHb B ()13M0NOrMYECKOM pacTBOpe, 3aTeM yAaluTb ee U NMOMeCTUTb
B 3TOT pPacTBOP KOMMETEHTHYI TKaHb, NOCNefHAS 0O6HApPYXWT cno-

Puc. 7.11. Bo3MOXHble Me-
XaHU3Mbl Nepefavym UHLYKLUKN-
OHHbIX BAusAHWIA (Lehtonen,
uMT. no: Muxalinos, 1988).

A — anddysua; b -- B3aumo-
feiicTBMe MONeKyn mMaTpukca ¢ KOM-
NAEMEHTapHbIMU CTPYKTypamMu MeM-
6paH KneTok-muweHeit; B — B3anmo-
feificTBne Mexzy MOBEPXHOCTHbIMMU
MeMGPaHHbIMW CTPYKTYypamu KneTok
TKaHW-WHAYKTOpa W pearupytoLei
rkaHu; I — B3aumopeiicTBme uepes
MEXKNETOUHbIE COeAUHEHUS
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Puc. 7.12. C.ToliBOHEH. P UHCKWNIA am6puro-
nor. ABTOp ABYXTPagMeHTHO Teopun nepsBmy
HOl 3MOPMOHaNbHON MHAYKUNK. Knaccmk 3k-
CnepuMeHTanbHOl ambpuonornn

cob6HOCTb KO BCeM (popmoobpasoBa-
TeNbHbIM Npoueccam, MPONUCXOAALLUM
B X0fle 06bIMHON MHAYKUUW. DTO Ha-
BOAWT Ha MbIC/Ib, YTO ANA OCYLLECTB-
NeHNUs nHAyumpyrouiero apgekra Ba-
XXEH He KOHTaKT MHAYKTOpa M KOM-
NMeTEHTHOW TKaHW, a TpaHcnopTt
NHAYUMPYIOLWNX areHTOB B KOMMNETeH-
THYIO TKaHb.
MpaMble foKasaTenbCcTBa 3TOrO
NONMOXEHNS 6bINM NOMyYeHbl ewe H
60-e rogbl XX B. rpynnoin UHCKOro
ambpuonora C.ToiiBoHeHa (puc. 7.12).
CyTb NpoBefieHHbIX UMUN 3KCMEPUMEH-
TOB TakoBsa. lMonyymnnu aHTUCLIBOPOTKY NPOTUB MHAYKTOPA U MOMETHU-
nn ee GayopecuemHoOM u3oTMOLMaHaTa Tak, 4Tobbl OHa CBeTunach B
ynbTpadunoneToBomM ceete. [locne 3TOro rotToBUAW CIHABUY U3 KOMe-
TEHTHOW TKaHW (MCNONb30Banu 3KTOAEePMbl TPUTOHA) U TKAHW WH-
LyKTOpa, KOTopbliA KynbTusmposanu 1, 3, 6 n 12 vyacos. Mo npouwe-
CTBUM 3TUX NPOMEXYTKOB BPEMEHMW M3y4yanu, BO-MEPBbIX, Mopdore-
He3, a BO-BTOPbIX, C MOMOLbI MEYEHON aHTUCbIBOPOTKU (AHTUCHI-
BOPOTKOI 06pabaTbiBany cpes C CIHABMYA TaK, YTO B MeCTe pacnosno-
XXEHWUA MHAYKTOpa OH CBA3bIBANCA C aHTUCbIBOPOTKON U CBETW/CH)
pacnpegeneHne MHAYLUMPYIOLWeEro BewecTsa B caHABuYe. OKas3anoco,
4YTO OHO B TeYeHUe 3 4acoB KY/NbTUBMPOBAHUA He MPOHUKAET B 3KTO-
LepMy, U mMoporeHeTuyeckme npoueccobl oTcyTcTBYyHOT. [locne 3-ro
yaca Ky/NbTUBMPOBAHUSA WHAYLUPYHOLWWIA areHT HauymHaeT NPOHMKaTb
B aKTOZepMy. Mpyn aTOM 0OHapyXMBatOTCA NepsBble NPU3HaKM MOpPKO-
redHesa. Yepes 6 yacoB BCH 3KTOLepMa “3amofiHEHa” MHAYLUPYIOLWUM
areHTom — 1 mMopdoreHes B NOJIHOM pasrape. Hanuuyo, Takum obpa-
30M, KOppenauma Mexay pasBepTbiBaHUEM BO BPEMeHM npoLecca aMm-
OpMOHAaNbHOMN WMHAYKUMU W TPAHCMNOPTUPOBKON WHAYLMPYIOLWMNX Be-
LLEeCTB B 3KTOAEPMY.

MpocTpaHCTBEHHbIe 3aKOHOMEPHOCTN B3aUMOAENCTBUS NHAYKTOP-KOM-
neTeHTHas TKaHb. OHW NPOABNAOTCA B CTPOTOM COOTBETCTBUWU MNOJO-
XEHWUS TKAHW MHAYKTOpa W pearnpytowein cuctembl gpyr OTHOCUTENb-
HO Apyra. 3TO BMOJIHE MOHATHO, MOCKO/bKY, KaK Mbl BUAENN, TKaHb-
MHAYKTOP (Unn, Kak HasbiBan ee .lnemaH, opraHusaTop) xapakTe-
pu3yeTcs MpoLeccoM pervoHanusauunm, T.e. gudgepeHumnaLmein nH-
OYKTUBHbBIX CBOWCTB CBOMX 4acTeil W, CnefoBaTeNbHO, OTYETAUBOWA
NPOCTPaHCTBEHHOIW opraHmnsauuein. K.PaseH n [O>x.Knooc nokasanwu,
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W0 TKaHb OpraHu3aTopa (KakoBbiM y aMpubuii aBnseTca Kpbiwa nep-
WHHOW KMLWKK) npuobpeTaeT B X04e PasBUTUA KpaHUO-KayfanbHbI 1
NCAMO-NaTepanbHblli rpagueHTbl.

MepBbIl NposABAsSeTcs B TOM, YTO MpexopjanbHasd nnacTUHKa cTa-
HOBWTCS MEPefHErosioBHbLIM MHAYKTOPOM, a B KayfanbHOM Hanpasfe-
HUWM CMOCOBHOCTbL K MHAYKLUW NepefHeronoBHbIX CTPYKTYP NOCTENEHHO
nagaeT. BTopoli BbipaXaeTcs B MaKkCMManbHOW CNOCOBHOCTM Mefuans-
HOW 30Hbl K MHAYKLWW HEPBHOI cMcTeMbl. B naTepanbHOM Hanpasne-
HWM 3Ta CMOCOOHOCTHL NajaeT U 3aMeHAeTCA CBOWCTBOM MHAYLMPOBaTb
06pa3oBaHuMe NNLIb HEKOTOPbLIX NPON3BOAHLIX HEPBHOTO rpebHs.

BpemeHHble 3aKOHOMEPHOCTM B3aMMOAEACTBUA WHAYKTOP-KOMMe-
FCHTHas TKaHb. 3T 3aKOHOMEPHOCTW MPOSIBNSTCS B BEIMUMHE BpEME-
H/ KOHTaKTa TKaHeli opraHusaTopa W pearvpyloLeii cucTemMbl gns foc-
TUXKEHUS NONOXKUTENBbHOMO 3hheKTa UHAYKLUN.

OHM M3yyalTca C NOMOLLbI MCNOMb30BAHWUA CIHABWUYEHA, U3 KO-
TOPbIX B 11060/ MOMEHT BPEMEHU MOXHO /IETKO YAanuTb TKaHb MHAYK-
topa. OKas3anocb, YTO MUHMMaNbHOE Heo6XoaMMoe LN1A OCYLLecTBe-
HUA WHAYKUWW BPEMA KOHTAKTa [BYX B3aMMOAENCTBYHOLIMX CUCTEM
BECbMa Pa3fIMYHO A5 PasHbIX XXUBOTHbIX (M 415 pa3HbIX BUAOB NHAYK-
umm) Tak, gna nony4vyeHmsa adekTa apxeHuepannyeckon NHAYKUUN
N 3KTO4EPME aKCONIOT/Ied AOCTATOYHO 5 MWHYT KOHTaKTa C TKaHbH
opraHusatopa, B TO BpeMsi KaK A/ TPUTOHA 3TO BpemMsa focTuraet
4 yacoB. YT06blI NONYUYMTb CMMHO-KayaNibHble U TYN10BULLHO-ME304€ep-
MafbHble CTPYKTYPbI 4/18 3apojblweii akconotnsa, Heobxoanmo 10-ya-
COBOE B3aMMOAENCTBME 3TUX CUCTEM, a 419 TPUTOHOB BPEMSA KOHTaKTa
elle 60/iee NPOLONKUTENbHOE?™

I.onan-rvnagn o6Hapy>xuna, 4To B 3aBUCMMOCTU OT BPEMEHMN KOH-
TakTa TKaHW OpraHusaTopa W pearvpylowein cUCTeMbl MOXET M3me-
HUTbCS 3 EKT MHAYKUUM, TaK YTO MHAYUUPYEMbre CTPYKTYpbl pac-
nonaralTcs B CAefylOWmnii pag: HOpPManbHbIA aNMaepMuc — NpPoms-
BOJHbIe HEPBHOTO rpebHA (MUIMeHTHbIE KNeTKN) — nepeAHe-rofoBHas
MHYKLUA—KayfanbHas CTPYyKTypa.

CnepfoBaTenibHO, AN pernoHanusaymu (MM, Kak roBopsit, UHAWU-
BMAyaumMmn) OCHOBHOE 3HauyeHMe UMeeT He MPOLONXKMUTENIbHOCTb KOH-
TakKTa, a CTPOroe NpocTpaHCTBEHHO-BPEMEHHOE COOTBETCTBUE PU3MNO-
NIOTUYECKN aKTUBHOMO COCTOSIHUSA WHAYKTOpPa W pearupyrowen cmucre-
Mbl. HapylleHune 3TOro COOTBETCTBMA BefeT K HapylleHUo addekTa
NHAYKL MW,

KAKOBA MONEKYNAPHAA MPUPOOA NHAYKTOPA?

JKTOLEpMa paHHel ractpynsl ampnbuii UCNoNb3yeTcs Kak
TECT-CUCTEMA [/19 BbIABNEHUSA MOJIEKYN-UHAYKTOPOB (MOP(OreHoB).

Buonornuyeckoe TeCTMpoBaHue pasNMyHbIX BELWECTB Ha UX MHAYLMN-

pytowmnii aphekT 1 BbiABAEHWE AKTUBHbLIX B 3TOM OTHOLEHUU MOne-

137



Puc. 7.13. MeToabl 6MOTECTUPOHH
HUA WHOYUUPYKOLWNX areHToB C X
nonb30BaHMEM B KauyecTBe pearuvpyto
weli TkaHn AP (3KTOAepMbl paHHel
racTpynbl) amguénii (no: Mwuxaiinu»,
1988).

a — mopdoreH (MHAyuupytowmnini arcm)

UMNNaHTUpyeTCca B 6nacmuenb 3apoabiwa M un
X0fie racTpynsyumu nNpuxumaeTcs K BeHTPasbHOI
3KTOAepMe, Bbi3blBafg WMHAYyLMpYOLMe 3hdCK
Tbl; 6 — moporeH B BuAe pactsopa fob6aBnHa
CA B KyNbTypanbHyio cpegy ¢ parmeHTom U
B — MOp(OreH (MM MOXET 6bITb W XNBasA TKaHb
MHAYKTOP) NPUBOAWUTCA B MPAMON MAU TpaHC
(hMNbTPOBLI KOHTAKT C thparmeHTom IPI; r —
mMopdoreH Mmexay AByma dparmeHTamu (meton
“caHgBMua”)
Kyn (KoTopble 06bIYHO Ha3blBa-
IOT MopdoreHamn) OCYLLECTB
naeTcd, Kak npasuno, ¢ Nnomo-
Wb 3KTOAEPMbl paHHeR racT-
pynbl (9PI) B CBA3M C TeM, UTO
WMEHHO B 3TOI 3MBPUOHaNbHOW
3aKnafike pasBepTbiBalOTCA CO-
6bITNA, 0603HaYaeMble Kak nep-
BMYHAsA IM6PUOHANbHasa UHAYK-
umsa.

3Pl npegcTaBnset co60il nnacT KAETOK aHWMa/ibHOW MOMOBUWHBI
paHHWX 3apogbliweli. Ee NnpuHATO nogpasgensitb Ha aHUMaNbHYH, BEH-
TpanbHY ¥ AOPCANbHYI0 30HbI. lMepBble Be 06bIYHO pa3BUBAKOTCA N
anugepMmuce, 3HauMTeNbHas 4acTb JOpPCanbHOW 30HbLI 06pasyeT 3auva-
ToK LUIHC, npu 3aTOM ee HapyXHblil cnoil popmMupyeT BbICTUAKY MOJO-
CTU HepBHON TpybKM, a B 06pa3oBaHNM CamOil TKaHW MO3ra y4yacTBy-
IOT KNeTKW BHYTPEHHEero cnof 3KToAepMbl ractpynol. O6nactu gop-
CaNbHON 3KTOLEepMbl, Npuaexauine K BepxHeil rybe 6Gnactonopa,
auddepeHLMpYyOTCAa B Me304epMaibHOM HanpaB/ieHUH.

[Ons TecTupoBaHWs GMONOTNYECKOA aKTUBHOCTU MOP(OreHOB MC-
NoNb3yoT ABa noaxoda: 1) mnaaHTauu MopdoreHoB in vivo 1 2) KOM-
6MHUPOBaHME MOP(OreHOB C 3KTOAEPMOWA in vitro (puc. 7.13).

He3aBucnmo ot cnocob6a 6MOTECTMPOBAHUA WHAYKTOPbl (TKaHb,
3KCTPakKT, hpakuma) NpUBOAATCA B KOHTaKT C BHYTPEHHeil noBepx-
HOCTbto IPI ampunbuin. KakoBbl KpUTepun OLEHKU WHAYLUPYIOLLErO
BAMAHNSA Ha APl amunbnin? 3¢ dekTsl MOPHOreHOB OLEHNBAKTCA B
OCHOBHOM Ha TFMCTO/IOFMYECKOM YpPOBHe cnycta 5—14 cyToK 0T MO-
MeHTa BO3gencTBus. MNpu 3TOM B 3KTOLepMe 0OHAPYXMBAKOTCA pasHble
TUNbl AUPHepeHLUpPOBaHHbIX KNETOK, anujepMuc, MmanogumdgepeH-
LMpPOBaHHAasA TKaHb, 3NUTenuanbHble NYy3blpU, KNETKW ME3EeHXUMbI,
MenaHo@opbl (MUTMEHTHbIe K/IeTKW), Nornéwmne KNeTku.

K nepsomy MopchoreHe TMYECKOMY B3aMOeACTBUIO B X04e pasBuTus
aMpubuii 0THOCAT OTKPbITOE BbIAAILLMMCSA FONAHACKUM 3M6PMOI0Orom
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Il MbloKOONOM B3aMMOJENCTBUE MEXKJY aHVWMaibHOW W BereTaTWBHON
YyacTsIMU 3apofblLla Ha cTagun mopynbl. K 3aToMy MOMeHTY (64-KneTou-
Hblli 3apOAbILW) KMETKX BEreTaTMBHOIO MOJH0Ca CNOCOOHbI OKasbiBaTb
W,(paXeHHOe Me30fepManunsytollee BAVAHWE Ha aHWMalbHYH Nono-
WTY 3apogblwa. B pesynbTaTe 3T0r0 BO34eNCTBMNA B 3KBATOPMaNIbHOA
tone 3apojblillia BO3HNUKAET 3a4aTOK Me30fepMbl, & OCTanbHble KNeTKU
NHUMANbHOW MONOBWHbI AETEPMUHUPYIOTCS B 3KTOAEpPManbHOM Ha-
npasneHnn. PasHble 30HbI BEreTaTMBHOrO Nostoca UHAYLUPYHOT B 3K-
ThepMe Me304epMalibHble TEPPUTOPUMN (JOPCabHYIO, BEHTPANbHYIO)
1" pas3nnyHoii cyab6oil.

McTouHnKOM nocnegyrowmx MHAYKLUOHHBIX BAUAHWIA SABASETCS
nyaTok Mesofepmbl. B npouecce pasBuTUS OH pasfensercs Ha fABe
IOHbl — JOpPCaNbHY0 U BEHTpanbHY. B nepuog ractpynaumnmn-Henpy-
NALUKN pa3NnyHbie YYacTKU Me304epMbl MPUXOLAT B KOHTaKT C pyru-
MW TKaHAMW 3apojblilla M 0KasblBaKT Ha HUX WUHAYLWPYHOLLee BAUSA-
Hue. B pesynbTaTe K KOHLY HEApynsyuuu B npefgenax Kaxgoro m3 Tpex
MPOAbIWeEBbLIX JIMCTKOB (3KTOAEpMa, Me3ofepma, 3HTOfepma) uMMe-
I0TCA OonpejeneHHble KOMMNapTMeHThbl, coAepxXalwne KneTku-npeaLe-
MBEHHWUKW COOTBETCTBYIOLWUX NUHNIA AndhepeHLUpOBKN.

CnefoBaTe/lbHO, K 3TOMY MOMEHTY pasBnTUS Ae(MHUTUBHbIA NNaH
Tena y>ke JOCTUTHYT U cTabunmnsmposaH. OTClOAa MOXKHO cAenaThb
BbIBOA, YTO MOPKOreHbl, 0TBeTCTBEHHbIE 32 ‘TIOCTPOEHME ” JaHHOro
nnaHa, AeiCcTBYT rNaBHbIM 06pa3om Ha cTaaun 6nacTynbl-HEWPYNbI.

FEHbI U MONTIEKYNTAPHAA NMPUPOJA MHAYKTOPOB
‘W
I. Me3ogepmanbHas UHAYKUUA

Kak y>xe oTMeuyanocb, nepsoe uHayumpytowee cobbiTue B aM6puo-
reHese 3ak/to4vyaeTcs B CTUMYASLUU NPe3yMNTUBHON (6ypyLliein) aH-
togepmoii 06pas3oBaHUs NPe3yMnTUBHON Me3ogepMbl OKas3anocb, 4To
€C/N 3KCNIaHTUPOBATb K/NETKW aHUMaNnbHOro U BereTaTUBHOIO NOJ0-
ca Co ctaguu 6nactynsl Xenopus laevis , TO OHU CPOPMUPYIOT TONLKO
XTOLEPMY U 3HTOLEPMY, HO 3KTOLepmMa MOXET 6biTb MHAYLMPOBaHa
K popMMpOBaHMIO Me304epManbHO TKaHW B KOMOUHaL MK, cofepxa-
eid BMeCTe 3KTOLepMasibHble W 3HTOAepMasbHble KAeTKU. 3TU Ha-
6M104eHNA NO3BOAMAN NPESNON0XUTb, YTO BeretatuBHasf 3HTOLepMa
npoayuupyeTt .UHAyUMpyowWwnini obpasoBaHne Me304epMbl CUTHaN B
nepuoj cragum gpobneHunsa. SHToAepMa, KpoOMe TOro, MOXeT onpeje-
NATb LOPCO-BEHTPaNibHbI/ NaTTepH MEe304epMbl: AOpCa/ibHble BereTa-
TUBHbIE K/IeTKU WHAYUMPYIOT JOpcafbHYH0 Me3ofepMmy, B TO Bpemsd
KakK natepanbHble U BeHTPanbHble BEreTaTUBHbIE KNETKW — BEHTpPOa-
Tepa/sbHY Me3ofepMy (Me3eHXMMa, KPOBb U HE6O/bLIOE KONUYECTBO
MbilwL). TpaHCcnNaHTUPOBaHHbIe JOpcabHble BereTaTuBHble 61acTo-
Mepbl MOTYT MHAYLMPOBAaTh 3KTOMUYeCKUE fopcabHble 0CEBbIE CTPYK-
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TYpbl, B CBA3U C YeM 3TW K/IETKU MNPUHATO Ha3blBaTb 3HTOAepMasib-
HbIM OpraHn3aTopoM, WAM LeHTpom Hblokoona.

KakoBa MonekynspHas npupoga me3ofepMasbHbIX UHAYKTOPOB? WX
naeHTUdUKaumna 6oina obneryeHa KynbTUBMPOBAHMEM 3MOPUOHANb-
HbIX TKaHel ampunbuii B cpege, cogepkalleil npegnonaraeMble MHAY-
uupyrowme gakTopbl, a TakKe WHbekuueli B 6nactomepbl COOTBET-
cteytoweit MPHK. Takum cnoco6om 661710 06Hapy>XEHO HECKObKO Cyb-
CTaHUWUiA, MHAYLUMpYOWNX 06pa3oBaHne Me304epMbl.

Vgl — noKann3oBaHHbI B BEreTaTMBHOM 4YacTu 3apofbllia UHAY-
umpyrowmnin mesogepmy akTop, 4neH cynepcemeiicTBa transforming
growth factor-beta (TGF-6eTa), n0KanM3oBaH B BeretaTuBHOI obnac-
TV OOLUTOB N 3IMOPUOHOB Xenopus Ha cTaaguu gpobneHus. TGF-poa-
CTBEHHbIE MOMeKynbl (OPMUPYIOT AUCYNbHUACBA3AHHbIE AWUMEPDI,
KOoTopble ApobaTtcs, BbicBO60XAasA 3penble COOH-terminal-nentuasl
KaK CeLepHUPYeMblii BMONOTrMYECKN aKTUBHbLIN gumep. benok Vgl sB-
NAeTCA YHWKaNbHbIM MO CBOEA CMOCOBHOCTWM MHAYLMPOBATbL AOPCab-
HYI0 Me30flepMy W OPraHW30BbIBaTbL MOJIHYIO JOpcanbHYlO ocb. lMpo-
aykuuns 3penoro Vgl mMoxeT 6bITb LOCTATOYHON ANA MHAYKLMK AOP-
canbHOW Me304epMbl.

AKTVBUH — OA4MH W3 CaMbIX WU3BECTHbIX GENKOB, UCTOYHUKOB WH-
AYKUUM JOpcanbHON Me304epManbHON TKaHW. DTO fOKa3biBaeTcs B
aKcrnepuMeHTax no o6paboTke aKTUBMHOM 3KCMNAHTATOB TKaHW aHu-
ManbHOro nontca aM6punoHOB. Mpu BbICOKMX J03aX aKTUBUHA (POPMU-
pytoTca “ambpuounabl”, 06HapyXuBarwoLwme pyauMeHTapHble OCeBble ©
rONI0BHble CTPYKTYpbl. HecMOTps Ha OTCYTCTBME CUMHTE3MpPYIOLLEl ak-
TUBWUH MaTepuHcKoil PHK, akTuBmHOnogo6Has akTUBHOCTb onpeje-
NAeTca B OOUMTAX WM PaHHUX 3MOPMOHAX: NO-BUAUMOMY, 3TOT 6efioK
obpa3yeTcs ele B Nepuoj 0OreHesa WaW nepefaeTcs B CO3peBaloLuii
00LMT U3 OKPYXaLWmnX (QONANKYAAPHbIX KNeTOK. MUKPOWHbBEKLUS
akTUBMHOBON MPHK B 3KkcniaHTaTbl KAETOK aHMMalbHOrO nontca
NHAYumMpyeT o6pasoBaHue AopcanbHOW Me3oepmbl. B oTanume ot akce-
npeccun Vgl, MHbEKUUM aKTMBMHOBOINW MPHK o0praHusyrT TOMbKO
4yacTb 4OPCaNbHON OCK: OTCYTCTBYIOT HOTOXOPAA U FONOBHbIE CTPYKTY-
pbl. Mpegnonaraetca, YTO rpajueHT pacnpefefieHNs akTUBUHA MOXET
LeTepMUHMPOBaTb XapakTepHblii Me3ofepMasnbHblii naTtTepH. OAHako
No-BUAMMOMY, He TONbKO OfHa KOHLUeHTpauus WHAYKTOpa ycTaHaB-
NNBAET COOTBETCTBYHOLLMIA NaTTepH. ECTb OCHOBaHUS cunTaTh, YTO pe-
arupyrowas TKaHb TakKXe COAEePXWUT OMpejeneHHY WHGpopMaumn o
naTTepHe, B 4aCTHOCTM O TOM, YTO (hOPMMPOBaTb HOTOXOPAY MOA BNK-
AHWEM aKTUBMHA MOTYT 3KCMIAaHTaTbl KNeTOK NPOCMNEKTUBHOrO LOp-
Ca/lbHOr0 aHMManbHOro nonca.

Peuentopbl gns cemeiictea TGF- 6eTa, npuHagnexawme K ogHo-
My M3 ABYX KnaccoB — Twun | v Tun I, KOAMPYIOT uMTonnasmarunyec-
KYIO CEepUH-TPEOHUH KMHa3y M PYHKLWOHUPYIOT Kak retepogumep-
HblA KOMNnekc. Y Xenopus MPHK ans akTMBMHOBOro peuentopa Tuna
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Il akcnpeccupyetcd No mMaTepuHCKOMY TUNY W pacnpejenderca pas-
HOMEpPHO. JKcrnpeccua “ypes3aHHOro” peuentopa, y KOTOPOro OTcyT-
CTBYeT JOMEH LUTONNa3MaTNyecKoi KnHasbl, 610KMpoBana akTMBHOCTb
aKTMBMHA B aHMMaNbHOM nostoce. MUKPOUHBEKLMA 3TOTO LOMUHAHT-
HOrO TOPMO3ALLEro peLenTopa B paHHUI 3MOPUOH MOMHOCTbIO UHUL-
nnposana GhopmMmMpoBaHMe Me30[epMbl, O YeM CBUAETENbCTBYIOT Kak
IucTonornyeckune, Tak U MONEKYNApHble KpUTepunu. 3T HabnopeHus
NOATBEPXAAOT PONb aKTUBUHA B 3HAOTEHHON Me304epMasibHOW WH-
AyKuum.

EcTecTBEHHbIM MHIMOUTOPOM aKTUBMHA ABNAETCA aKTUBUHCBA3bI-
BAIOLWMIA 6eN10K honnmcTaTuH. Y Xenopus poNnmMcTaTuH KCnpeccupy-
eTCA Mo MATEPUHCKOMY TUMY U BNOKUPYET aKTUBUHOMOCPEAOBAHHYIO
WHOYKUWUIO Ha aHMManbHOM MOJIIOCE 3KCMaHTata, Of4HaKo, B OT/U-
une OT AeiicTBMA PONAMCTaTUHA B PaHHUX 3M6pMOHax, He TOPMO3UT
NHOYKUMIO Me3ofepmbl Vgl. @YHKUMKM aKTUBUHA BblIM UCCNeA0BaHbI
BO MHOXECTBE CUCTEM MO3BOHOUYHbLIX. Y LibIN/eHKa akTuBMHOBasga MPHK
penpeccupyetcd B runobnacte (MHAyuMpylowasa TKaHb) B Mepuop
thopMmpoBaHNs OCEBOW Me304epMbl, & PACTBOPUMbIA aKTUBUH UHAY-
LMpyeT OCEBYIO OpraHu3auuio B anmbnacte (pearmpyrolias cuctema).
Y pbi6 1M3BECTEH LOMUHAHTHbIA AKTUBMHUHTMOUPYIOLWMNIA MYTaHT, Y
KOTOporo 6710KknpyeTcs GopmMMpoBaHUE Me30AepMbl U BCEN CUCTEMBI
OCEBbIX OpPraHoB. Y Mbllleidl MyTauma reHa, KOLMPYKOLWEro aKTUBUH
6eTa-B He BbI3blBAET CEPbe3HbIX AEEKTOB B PasBUTUU, HO MNPU 3TOM
(YHKLMOHMPYET BTOPOA aKTUBUHOBLIV FeH, BO3MOXHO, KOMMEHCU-
pYIOLWMiA BbI3BaHHbIN MyTauue** nedekT.

Bone morphogenetic protein (BMP) — cnocobeH cTUMYnMpoBaThb
obpasoBaHMe KOCTU M Yy aMOBPUOHOB Xenopus 3KCnpeccMpyeTca no Ma-
TepuHckomy Tuny. BMP4 nHayuupyeT BeHTpa/ibHYIO Me3oAepMalb-
HYl0 TKaHb, BK/lOYas KPOBb W BEHTpoO/satepasibHbie MONEKY/APHbIe
mapkepbl. Kpome Toro, akcnpeccus BMP4 B akcnnaHTatax K/eTok
aHMManbHOro nostoca moguuumnpyeT MHAYKLNIO aKTUBUHOM, Bbl3bl-
Bas Cynpeccuto popmMMpoBaHMA fopcanbHOW Me3ogepMbl. Y aMmbpuo-
HoB BMP4 TOpMO3UT popMUpPOBaHME NepefHefopCcanbHbIX CTPYKTYP,
0Ka3blBaa “BeHTpanu3ywWwunin” apgpekt Ha mesogepmy. MN3onsauuma pe-
uentopos BMP2 1 BMP4 y n0o3BOHOYHbLIX MO3BOMW/IA UCCNELOBATH
(hyHKUUM BMP y aM6puOHOB. Tak, 3KCNpeccus JOMUHAHTHbIX UHIU-
OUTOPHNX MYTaHTOB, CXOLHbIX C TAKOBbIMU MO TY/NOBULLHOMY aKTu-
BMHOBOMY peuenTopy, 6/10KMpoBana MHAYKUMIO Me3ogepmbl BMP4 B
3KCMnnaHTarax aHMMasbHOro nositca u onocpegosaHHyto BMP4 BeHT-
panusaynto am6pnoHoB. Mog BANSHUEM 3MBPMOHANLHOW 3KCNpPeccum
WHAYKLMS 3HAOTEHHON Me30fepMbl He 6/10KMpOBanacb, HO BO3HMKa-
na “gopcanunsauuna” mMes3ofepmbl, Bbl3biBag POPMUPOBAHME IKTONU-
YeCKMX LopcanbHbiX 0CeBbIX CTPYKTYp. OTCl0Aa cnefyeT, YTo AeiicTBUe
BMP HecyLlleCTBEHHO ANA WHAYKLWW Me30[epMbl, HO BK/IHOYEHO B
[LOPCO-BEHTPaNbHYIO OpraHu3auunio Mesofepmbl U B (hopMUpOBaHUE
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BEHTPaNbHON Me304epMbl B 0CO6EHHOCTU. TynoBuwWHbI/ peyentop BMP
He 6/I0KMpPYeT aKTUBHOCTb aKTUBMUHA. TY/IOBULLHbLIA PELLENnTOp aKTUBK
Ha TOPMO3UT UHAYKLUUIO Me3ogepmbl BMP4. OTo noaTteep)aaeT, yuTo
nyteM 6/10KMPOBaHWUA 3HAOTEHHOTO (hOPMUPOBAHUA Me30f4epMbl Ty
NOBULHbIV PELENTOP aKTUBMHA TOPMO3UT HECKObKO pa3nnyHbix TGF
6eTa-poACTBEHHbLIX (PAKTOPOB. B MHAYKUMIO Me304epMbl BK/OYEH A0-
nonHuTenbHbli TGF-poACTBEHHbIV TeH — reH nodal MbiWwK. 3TOT reun
aKcnpeccupyeTca nepes HavyasoMm racTpynsayuu, 4To CyLLeCcTBEHHO A/if
thopMuMpoBaHMA Me304epMbl U OCEBbLIX CTPYKTYP. OMOPUOHBI, TOMO3M
rOTHbIE MO €ro HapyLWweHUto, yTpaumuBalT CNOCOOHOCTb K (popMUpPOBa-
HUIO OpPraHW30BaHHOW Me304epManbHON TKaHW, W BCAeLCTBUE 3TOrO
He QopmMmupyroTca nepBuyHas nonocka (primitive streak) u oceBas
opraHusayms.

Fibroblast growth factor (FGF) — 3T0O MnepBblii O4YMLLEHHbIA ak-
TOP, 4EMOHCTPUPOBABLLUNIA CNOCOBHOCTL MHAYLMPOBAaTL 06pa3oBaHue
Me30fepMbl B 3KCMAaHTaTax KNeToK aHMManbHOro nontca. TpaHcKpun-
Tbl U 6€10K ANa HecKobkux popm FGF- n FGF-peuentopoB Xenopus
3KcnpeccupyroTca No maTepuHckomy tuny. FGF-6enok nHgyumpyer
BEHTPO-/laTepanbHy0 Me304epMy, BKIKOYaA Me3eHXUMY U HebonbLloe
KO/MYECTBO MblWL, HO HECMoco6eH MHAYUUPOBATb AOpPCaNbHYH Me-
304epMy U LEPUHUTUBHYIO BEHTPaNbHYH TKaHb, KPOBb. JKCNpeccus
OOMMWHAHTHOTO MHrMbupytowero FGF-peuentopa TOPMO3UT MHAYK-
Um0 mMesofepmbl FGF B akCcmnaHTaTax K/eTOK aHMMaNibHOro nostoca.
Y Takux aMm6puMOHOB HabnwoaalTCca edeKTbl B pasBuTUM TYN0BULLA U
3afiHei YyacTu Npu HOpManbHOM COCTOSIHUW NepegHUX oTaenos. OTClo-
fa cnepyet, yto FGF-curHan Tpebyetca ana ¢hopmMuUpoBaHUA Tyno-
BMLLHOM 1 3afHeil Me304epMbl, BKIOYAA HOTOXOPAY M MblWLbl. B TO
Xe Bpems aKTUBWUH-CUTHAN 3aBUCUT OT PYHKUMOHanbHOro FGF-cur-
Hana. CnegosartenbHo, FGF-curHan HeobxoAum A8 0TBeTa TY/IOBULL -
HbIX K/IeTOK W K/1eTOK 3afiHero oTAena pas3suBaloLLerocs aMmopruoHa Ha
MHOYKLWIO aKTUBUHOM, OHAKO (hopMUpOBaHue nepefHe-gopcanbHbIX
Me30[epMasibHbIX CTPYKTYp He 3aBucuT ot FGF-curHana. HeqcHo, ctu-
MYMPYIOTCA NN CUTHaNbHble NYTW akTuBuHa U FGF BHyTpu ofHoii
KNeTKW MU B pa3/inyHble NEPUOAbl BHYTPM 06Lleli KNeToYHOol nony-
nauum.

Wnt — 3T0O CeMeiicTBO COCTOUT W3 FEHOB, POACTBEHHbLIX FeHYy Cer-
MEHTapHOI nongpHocTu wingless Drosophila. MHAyKuns akTonumuec-
KX A0PCa/ibHbIX OCEBbIX CTPYKTYP MOC/ie CBEPX3KCNPECCUN MbILLNHO-
ro wnt-1 y aMm6p1MoHOB Xenopus CTUMY/IpoBana uUccfiefOoBaHNe reHoB
wnt Xenopus (Xwnt). MHbekyna Xwnt-1 uam Xwnt-8 MPHK nugyumpo-
Bana ()opmMuMpoBaHMe MOMHON LOpPCanbHOW OCW, BKAKOYAA FO/IOBHbIE
CTPYKTYpbl. OgHako MPHK Xwnt-8 npossnsana cnabyto unm He nposs-
nana COBCEM Me304epMUHAYLMPYIOLWYO aKTUBHOCTb B 3KCM/aHTaTax
KNeTOK aHMMaNbHOro nositoca, nokasbiBas, 4To POPMMUPOBaHUME 3KTO-
MUYECKO OCU ABNSETCA pe3ynbTaTOM MOAMMDUKaLUU LOPCO-BEHTPab-
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KOro natTepHa npeacylwecTeytoweii me3ogepMbl. [JON0OAHUTENbHbIE
nccnefoBaHWa NPOLEMOHCTPUPOBAAN, YTO FeH wnt MOXeT feicTBo-
BaTb KaK MOAU(UKATOP KOMMETEHLNU, N3MEHASA OTBET KNETKW Ha BO3-
feicTBMe MHAYLMPYIOLWEro areHTa U ycunmeas opMmupoBaHue fop-
ca/ibHbIX Me304epMasibHbIX CTPYKTYp. B TO Xe Bpems NnokasaHo, 4To
aKTMBHOCTb 3TOr0 reHa onpefensetca Ha cTafiu racTpyfibl B BEHT-
panbHOWA, a He B JopcanbHOW Me3ogepme. B cBA3M ¢ aTuM npegnonara-
eTcA, 4TO ero NpoAyKT CMOCO6GCTBYEeT TpaHchopMauuu JopcanbHoi
FKaHW B BEHTPaNbHYIO.

3Kcnpeccns MbIWKNHOTO reHa wnt-3A orpaHuymMBaeTca NPUMUTUB-
HO NONOCKOI, NPe3yMNTUBHON 0CEBO mMe3oaepmMoii. HapyLweHue ero
(hYHKLMOHMPOBAHMA 06YCNOBNNBaET OTCYTCTBME OPraHM30BaHHbIX
Me304epMasibHbIX CTPYKTYp No3agn nepefHUX KOHEYHOCTEN.

Noggin — 3TOT reH KOAWPYeT celepHUpYeMblii noaunenTmj, BOC-
CTaHaBAMBaKLWMIA CNOCO6HOCTL K (hOPMMUPOBAHUIO AOPCaNIbHON OCK Y
06/1y4YeHHbIX YNbTpaguoneTom aMm6proHoB. OH 3KcnpeccupyeTcs ofu-
HaKoBO B oouiTax W Apobawwmuxca ambproHax Xenopus. Ero TpaHc-
KpUNTbl NOKaNnu3yrTCa B LOpcanbHOW rybe 6nactonopa (opraHusarop
LLinemMaHa) Ha cTaguu racTpynbl U no3gHee — B HOoTOXOpZe. HorruH
He UHAYLUMpPYeT Me30[epMy B 3KCNnaHTaTax KAeToK aHWManbHOro no-
NK0ca, HO MOXEeT A0opCann3oBaTb 3KCNNAHTaTbl BEHTPasibHON Mapru-
HaNbHOM 30HbI racTpynbl. CnefoBaTefibHO, HOFTUH MOXET (PYHKLMO-
HUPOBaTb KaK Aopcann3yolmnii MOANGpMNKATOp Me304epManibHOro nat-
TepHa.

Il. HelipanbHas MHAYKLMS

MesogepmanbHas MHAYKUUA U Me304epMabHbIil NaTTepH CBA3aHbl
HEenocpesCTBEHHO CO CNOXHBIMWU KNETOUHbIMU [BVMXKEHUAMMW B X0fe
ractpynauumn. Ocesble Me304epManbHble CTPYKTYPbl (hOpMUPYHOTCA U3
[opcanbHOl MapruHasbHOW 30HbI, MPW 3TOM W3MEHEHWUS TKAHEBOro
B3aMMOPAacMoN0XeHUA B pe3ynbTaTe racTpynaUUOHHbIX ABMKEHWI 06ec-
neynBaloT JOMOJIHUTE/IbHbIE UHAYKTUBHbIE COBLITUA, BKIOYAA (DeEHO-
MEH HeilpanbHON WHAYKUWW. 3HAYUTENbHbIA BKNaf4 B U3YYeHUE Hei-
panbHON nHAykuun BHecnn JI.CakceH n A.T.Muxaiinos (puc. 7.14).

To, 4TO LeHTpanbHas HepBHaa CMCTEMA NO3BOHOYHbLIX BO3HMKAaET B
npouecce racTpynsauum B pesynbTaTe B3aMMOLeWCTBMA AOPCanbHOW
XTOAepMbl N NOACTUNAIOLLEN ee fOpCanbHON Me304epMbl, 6bI10 Brep-
Bble npogemoHcTpuposaHo [.LLUnemaHom n O.MaHronbs B 3Kcnepu-
MeHTax Nno TpaHCnfaHTauuy TKaHu opraHusaTopa. lMpegnonaranocs,
YyTOo MpY 3TOM PYHKLMOHMPYET ABa pofa CUrHanos. Bnaymesatowancs B
X0fle racTpynaumm xopgomesofepma (NpesymnTvBHas HOToXopAa) no-
CblNaeT BepPTUKaNbHbIA CUTHaN Bbillenexalweid aKToLepMe, U Me30-
fLepManbHble OpraHusyroL e CUrHanbl pPacrnpocTPaHAKTCA TOPU30OH-
TaNbHO BHYTPU 3KTOAepMbl. MaHronbj nokasana, 4to nepepHe-3aj-
HUI natTepH (A-P) MHAYUWPOBAHHOW HEPBHOW TKaHW OTpaxaeT
/1-P-xapakTep MHAYLMpPYIOLEA Me304epMbl.

143



Puc. 7.14. Naypn CakceH, pUHCKUIA amb6puonor (cnesa) n AnekcaHap Tpodpumo-
BMY Muxannos, poccuiickuii ambpuonor.

J1.CakceH BHeC pellalowuii Bknaj B paspaboTKy ABYXFPafNeHTHON Teopun NepBUYHON 3MOGPUOHaNb-
HOM MHAYKUMKN. A.T.Muxaiinos — BefyLnit poCCUIACKNIA cneumnanncT B 06nacTn aKCnepumMeHTanbHoW am-
6pnonoruun, aBTop psga OPUrMHaNbHbIX UCCNeAoBaHWi No npobnemMam aM6pMOHaNbLHOW UHAYKLMU. B HacTo
Alwee Bpems — npocteccop YHusepcuteta B Sla-KopyHbe (Mcnauus)

Puc. 7.15. MeTop aKTOAEpPMa/ib-
HOI cknagkn Hbtokoona (no: New-
koop et al., 1952).

A — 13 HPe3yMNTUBHOIO 3NnAepMuca
6epyT NONOCKY 3KTOAepMbl. b B — noka-
3aHO KakK ee CKNafblBaloT 1 NOMELLaloT Mex-
Ay ABYMA Kycouykamu arapa. [ — nonocky
MMNNAHTUPYIOT B Pa3INYHbIe y4acTKN rac
Tpynbl: 1—npe3ymnTuBHasA 3KTOAepMa; 2 —
npe3ymMnTWBHAA HepBHas NnacTWHKa; 3 —
npesymMnTuBHaa mesogepma; 4 — 6nacto-
nop; 5 — npesymnTuBHas xopga; 6 — umn-
naHTat. [, — auddepeHynpoBKa aKTogep-
ManbHO! CKNagKu, UMNNaHTUPOBAHHOW H
3a/|HEr0NI0BHOM y4acTOK 3apofibllla Ha cTa-
OUW racTpynbl: / — aTUNWUYHbLIA 3anuaep-
mMuc; 2 — anugepmMuc; 3 — CoeanHUTENb-
Has TKaHb; 4 — xpomatodopbl; 5 — raur-
nun; 6 —HepBHaA TKaHb; 7 —3afHWNA MO3r
(xo3snHa). E— cBofKa pe3ynbTatos, nony-
UEHHbIX METOAOM 3KTOAepManbHON cKnaj-
KU M paccMaTpuBaeMbiX C TOUKW 3peHus
rmnoTesbl aKTUBaLuu-TpaHchopmaummn
Hbtokoona. CKnafku pasfenieHbl Ha Tpu yya-
cTKa: 1) gucTanbHblil, ocTalwuniics He-
AndhepeHLMPOBaHHbIM (BblAeNeHbl KBaj-
paTamu); 2) NPOMEXYTOUHBbIA y4yaToOK C 3K-
TOME3eHXMMHbIMW WHAYKUMAMK (Cnerka
3aWTPUXOBaH) U 3) NPOKCMManbHbIiA, 06-

pasylolmnii HeilipanbHble CTPYKTYpbl (CMOWHbIE AMHWUW). [epBMYHOE aKTUBMpYIOLlee AeliCTBME Bbi3biBae!
AnddepeHLPOBKY NepefHEroNoBHbIX CTPYKTYp, B 60see NPOKCMManbHOM y4yacTKe 3a HUM CrefyeT TpaHc-
thopmupytoLlee felicTBME Me30fepManbHOro cy6eTpara, npusoasaiiee K gudhepeHLNPoOBKe 3aNHEr0N0BHbIX
CTPYKTYp (TO4kM). Takum 06pa3om, pacnpocTpaHeHWe WHAYLMPYIOLWEro BANSHUA UMeEeT He TONbKO BepTU
KanbHblii, HO W TOPU3OHTaNbHbIA BEKTOP
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Puc. 7.16. 3K3oractpynauua 3apojgbiila
amunb6uit, BblI3BaHHasA rTMNEPTOHNYECKUM CO-
neBbIM pacTBopom (mo: MonbTdpeTep, 1933).

Mocne 06paboTKM TaKMM pacTBOPOM MaTepuan npe-
|yMNTUBHOI XOpAOMe30nepMbl 3apojblllia BMECTO TOrO,
4TOGbl BNAYMBATLCA BHYTPb B XOAe racTpynsuuu, BblBO-
paumBaeTCs HapyXy, Tak YTO Npe3yMnTUBHAasA IKToAep-
Ma ocTaeTcsi B “ofuMHOYecTBe”, 6e3 nojcTUnalLLero ee
MHAyKTOpa. A, B, B — nocrnefoBate/bHble 3Tanbl NpoLec-
ca. /| — macca aKToAepMbl; 2—10— pasnuyHble pasBu-
BalOLLMeCH OpraHbl

B onbiTax M.HbkXo00Na 6bl/1a OTYETIMBO MOKa3aHa Polb FOPU3O0H-
TafbHOr0 YPOBHA B Mepejaye CUrHanOB W OCYL,eCTBAEHUM 3MO6PUO-
HanbHOM MHAYKLMKU (puc. 7.15). Ponb BepTUKa/IbHbIX CUTHANIOB B Heli-
panbHON MHAYKUMK Oblna NOATBEPXAEHA B IKCMEPUMEHTAX MO 3K30-
ractpynsuuu (puc.7.16). AnddepeHunpoBKa Me30LepMbl B 3K30racTpyse
NMPOUCXOAUT, OAHAKO HelpanbHble CTPYKTYPbl He 06pa3ytoTcs, LeMOH-
CTPMPYA, UTO B TAKUX YCIOBUAX UHAYLMPYIOLNE CUTHANbI He JOXOAAT
[0 aKTofepmbl' OfHAaKO HeflaBHO ObI/I0 MOKa3aHO, YTO MOJIEKYNAPHbIE
HellpanbHble MapKepbl 3KCMPeCCMPYIOTCA B 3KTOAEePMe 3K30racTpybl.
Mo-BnANMOMY, MONEKYNAPHO-TEHETUYECKNE CUCTEeMbI, 06yCnoBANBa-
Iowme cneynpuryeckyro HelpanbHyo gudpepeHUMpoBKY U cneyndm-
yeckune hopmoobpaszoBaTesibHble MPOLECCHI, pasgeneHbl N PYHKLMNO-
HUPYIOT aBTOHOMHO, HE3aBUCUMO ApYr OT gpyra.

B 10 )Xe Bpems cnegyet OTMETUTb, YTO B MPe3YMNTUBHOI 3KTOAep-
Me MMeeTCA CBOeoOpasHas pernoHanbHas NpPeoOpPpMUPOBAHHOCTb K
cneynpnyecKkoMy OTBETY Ha UHAYKTUBHbIA cTuMyn. OHa BbifiBNAeTCA
C MOMOLLbIO MOMEKYNSPHbIX MapKepPOoB: Tak, anuAepManbHbiil Mapkep
Epil akcnpeccupyeTcs B Npe3syMNTWMBHON He-HelipanbHON aKTonep-
Me, HO He B OyfyLueil HepBHOI NNacTUHKe. 3TO 06CTOATENLCTBO 06YyC-
nosnueaet AugdepeHLmanbHbIil OTBET JOPCANbHOW W BEHTPanbHOMN
JKTOZEPMbl Ha HelipanbHy UHAYKLMIO. PeKOMO6UHaHTbI XOpLOME30-
LEepMbl 1 [OPCanbHOM 3KTO4EPMbl XapaKTePU3YHTCA BblpaXEeHHOW 3K-
cnpeccueii HelipanbHbIX MapKepoB, B TO BPeMS KaK BeHTpanbHas 3K-
ToLepMa 3KChpeccupyeT 3TU MapKepbl Ha OYeHb HW3KOM YPOBHE B
OTBET Ha Te XXe caMble curHansl. OfiHAKO BEHTpanbHaa aKTo4epma cno-
cobHa NpoAyLuupoBaTb MOJHbIV CNEKTP HelipanbHbiX NPOU3BOAHbIX.

Jvccounayms npe3yMnTUBHOW 3KTOLEPMbl Ha KNETKW C UX mocne-
OYOLWNUM KYyNbTUBUPOBaHWEM 06ecreynBaeT 40MNONHUTENbHbI UMNYbC
K HelipanbHO gugdepeHumpoBKke. B oTcyTcTBME KaKoin-nn60 obpa-
60TKM MHTaKTHble 3KCNAaHTaTbl KNETOK aHMMafibHOro nontca gng-
(hepeHUMPYOTCA B aTUNMUUYECKUIA 3NWAEPMUC, HO eCnu Takue 3IKCI-
NaHTaTbl nofBeprany guccoumauum ¢ NoOcneayrwmM KynbTUBMPOBa-
HUWEM B BMAEe OTAE/bHbIX KNETOK B TeYeHMWe HEeCKONIbKUX 4YacoB, TO B
pearperatax Habnganucb HelipanbHas udhepeHLMpPoOBKa U 3KCNpec-
CUs HellpanbHbIX MapKepoB. OTOT pe3ynbTaT MOKa3biBaeT, YTO KIeTou-
Hble B3aUMOAENCTBMA TOPMO3AT HelpanbHyl AuddepeHLUPOBKY, a
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auccoumaumnsa Ha OTAeNbHble KNEeTKU Cnoco6CTBYET CHATUIO 3TOW pen-
peccum.

MonekynsipHas npupoga HerlpoMHAYLMPYOLWMX (hakTopoB Oblfia Bbl
fICHEHa B OCHOBHOM 6narofjaps uccnefoBaHUAM, MPOBEAEHHbIM Ha
UblNfeHKe U Ha Xenopus. Bblf BbISBEH LeNblii psAj CeKPeTUpyemblX
(hakTOpOB, CNOCO6HbLIX MHAYLMPOBAaTL NaTTepH HEPBHOW TKaHWU.

Noggin — 370, NoXanyii, OCHOBHOW HENPONHAYLNPYHOLW NI areHT.
Bbin n3onuposaH 6narogaps cnoco6HOCTM f0pcannM3oBaTb Me304epMy.
TpaHCKPUNTbl HOFTUHOBOIO FeHa 3KCNPeccupyroTcA B TKAHW OpraHu-
3aTopa Ha cTafuu racTpynbl U B HOTOXOpPAe Ha 60M1ee NO34HUX CTaAUAX
pa3BMTUSA, BbI3blBasi B 000MX C/lydasx HEMPOUHAYLNPYOLW NI sPdeKT.
[ob6aBneHne 6enka HOFrMHa K aKToAepMe 61acTyfbl, KOMNETEHTHON K
06pa3oBaHMI0 Me304epMbl U HeilpanbHOW MHAYKLMW, CTUMYUPYET Mo-
fBNieHWe HelpanibHbIX MapKepoB B OTCYTCTBME OMpefennMoil Me30-
LEepMbl, LEMOHCTPUPYSA NPAMYIO MHAYKLWUKO HEPBHOW TKaHu. O6paboT-
Ka HOFTMHOM MHAYUMPYeT NosfBNeHWe o06Wux U nepefHuX Helpanb-
HbIX MapKepoB, HO B 3KCMN/aHTaTax He BbIABMAAIOTCA MapKepbl 3a4Hero
M cnuHHOro mosra. MNpegnonaraeTcs, YTO HOFTUH ABASETCA Hayanb-
HbIM NepejHUM UHAYKTOPOM, O4HAKO B UHAYLWPOBAHHOW K Helpanb-
HOMY Pa3BUTUIO TKaHU 3KCNpeccupyeTca Takke gponauctatuH. OH He-
NMOCPeLACTBEHHO MHAYLMPYeT nepefHne HelpanbHble CTPYKTYpbl, AB-
NASCb, BO3MOXHO, HE3aBUCUMbIM WHAYKTOPOM MNepefHErosoBHbIX
CTPYKTYp (puc. 7.17).

BbiAn, B 4aCTHOCTW, NPOBEAEHbI IKCMEPUMEHTbI MO MPAMONA WH-
OYKUMW HEPBHOW TKaHW HOTFTMHOM, KOTOpPbIA fo6aBnsnu B cpedy, rae
KyNbTUBUPOBANW KNETKM aHUManbHOro nostoca 6nactynbl Xenopus. Mpu
3TOM Habnwaany CeneKTUBHYIO 3KCMPECCUI0 HelipanbHbIX U Me3oaep-
ManbHbIX CNeunpunYecknx TpaHCKPMNTOB. B KauecTBe MapKepos ciy-
xunu: NCAM —monekyna KneTo4Hol aare3un, aKkcrnpeccrpyemas B HepB-
HOli cucTeme, n3ogopma 6eTa-TybynnHa, CBOMCTBEHHAs 3agHEMY U CMINH-
HOMY MO3TY, 3KCNPecCUpYLLKIACS B HEPBHON TKaHW reH NMPOMeXKY T OUHbIX

hnnameHTOB XIF3 1 MbILLEYHbIA aKTWH.
Notch — reH OTKpbIT U BMepBble BblUeneH
y aposothunbl. OH KOAMpPYyeT TpaHCMeMbpaH-
Hblii 6en0K, y4yacTBYIOLWMNA B onpefeneHUn
CyAbbbl KNeTOK Helpo3aKTofLepMbl, Bbibope

Puc. 7.17. leicTBUE HOFTMHA Ha pasBUTME aHUMaNb-
HOl 3KTOoAepManbHOWM wanoykn (no: Lamb etal, 1993)

A —O0TMeuyeHHas Ha CXeme 30Ha paHHero aM6puoHa Xenopus uc-
cekanacb 4 3KCMNaHTMpPOBanacb B PUHTEPOBCKOM pacTBOpe, K KOTO-
pomy f06aBNANCA HOTTUH. PasBMTMe 3KCMAaHTaTa NpoA0/aKanoch Ao
CTajuu, NPUMEPHO COOTBETCTBYHOLWEA cTagunm 20 3MGPUOHANBLHOrO
pasBuTuA, 3aTeM M3 3KcnnaHTata Bbigensnn PHK, koTopyto rubpu-
ausoanu ¢ AHK-3oHgamu gna NCAM (Helipocneunduueckunii ar-
pCrayMoHHbIi MOBEPXHOCTHbIW 6enok), 6eTa-Ty6ynuHa, XIF3 (6enok
thmnameHToB). b — pesynbTaThl 3TOW rMGPUAM3aLUN, AEMOHCTPUPYIO-
Wne MHAYKLMIO HOFTUHOM CUHTe3a Helipocnenunduyecknx 6enkos



VMW HellpanbHOro uam anuaepManbHOro nytu passutua. MnelioTpon-
MbliA 3h(heKT 3TOro reHa (Hampumep, NpU pasBUTUM KPbIIbEB) YKa-
MbIBAaeT Ha €ero y4yacTve B JeTepMuHauum cyabbbl M MHOTUX APYrmx
KMeToK. Y Xenopus 06Hapy>xeH romonor reHa Notch (Xotch), koTopbiii
XcnpeccupyeTtes, Kak Uy 4po3odubl, N0 MaTEPUHCKOMY Tuny (T.e.
NMPOAYKT ero nosBaseTca B Alile ewe LO ONMOLOTBOPEHMUS, B Xofe
ooreHesa). Ero npogykT nokanusyetca B 4OPCanbHON 3KTOAEPMbl HEl-
PYAbl, BKAKOYAA W NPEe3yMNTUBHYI HEPBHYIO NNACTUHKY, W He-Heli-
panbHylo aKTofepMy. AKTUBaLMA MyTaLuu Xotch, Bbi3biBalLWed yTpa-
Ty 60/blUE YacTn aIKCTpaLennoNaApHol 061acTu, Bbi3blBaia HapylLle-
HUA pas3BUTUA, CXOAHbIE C BbISIBIEHHbBIMW Y ApO30PUAbI, —
rmnepTpodnio HeEPBHOW TPYOKM 1 OTCYTCTBME NepeaHNX IKToLepManb-
HbIX CTPYKTYpP. OTOT 3 PeKT He ABNAETCA pe3ynbTaTOM NPAMON Heli-
panbHOW WMHAYKUWUMW, MOCKONbKY 3KCMPECCUS reHa B KOMMETEHTHOM
XTOJEepMe He conpoBoXaaeTcsa AnddepeHUNPOBKO HEPBHOM TKaHW.
OpHako myTauus Xotch BbI3blBaeT YCUNEHHbIA OTBET 3KTOLEPMabHO-
ro aKcnnaHTata Ha AelCTBME HelpanbHOro WMHAYKTOPa, 4TO MOXET
ObITb pe3ynbTaToM YBeNWYeHUs nepmofa KOMNeTEeHUUN B aKTOAepMasib-
HOli TKaHW W HapylleHUs ee CNOCOGHOCTM AuddepeHUMpoBaTLCSA B
anugepmanbHOM HanpasfieHun. Kpome Toro, aTu pesynbTaTbl NOKasbl-
BalOT, YTO reH Xotch B npe3ymnTUBHOW HepBHOM MNacTUHKe AeACTBYeT
Kak hakTop, perynmpyrowmii NponopLuo HEKOMMUTUPOBAHHbIX KNeTOK,
CMOCOGHbIX 0TBeYaTb Ha BO3AeliCTBME HelpanbHOr0 MHAYKTOpa.

Wnt — u4fieHbl 3TOr0 CeMeicTBa reHOB 06YCNOBAUBAKOT pasBUTUE
OrpaHnyeHHoOro pasHoobpasme PeHOTUNNYECKUX NATTEPHOB B Pa3Bu-
BalOLLeNCcA LeHTpanbHOW HEPBHOW cCMCTEME. Y HOpPMa/bHbIX MblLUEN
reH wnt-1 akcnpeccupyetca B 061actv cpefHero v 3agHero mosra. B
cnydyae ero myTtaumm HabnwogaeTcs yTpata CpefHero mosra v Mo3xeu-
KOBbIX CTPYKTYpP, B TO BpemMf Kak ocTtanbHble ogensl LUIHC, kak wu
apyrve am6puoHanbHble 06pa3oBaHusA, He cTpagaloT. unepakcnpec-
cuA reHa wnt-1 B BEHTPanbHOI 30He HEPBHOI TPy6KW Bbl3blBaeT Cy-
LeCTBEHHbIE paccTpoicTBa B MOpP(OreHe3e HEPBHON TpyOKKU. ITK 13-
MEHeHUs 06YyC/I0BNEHbI YBENMYEHNEM KNETOYHON nponudepayun B ee
BEHTpanbHOWM 06nacTu, B TO BpeMsa Kak Npu fanbHeiwwel akcnpeccuu
BEHTpa/bHbIX MapKepoB NOCAeAYHLIMX HapyLIeHWii pa3BuTnua f0pco-
BEHTPaNbHOro naTTepHa He O6GHapyXeHo. CnefoBaTenbHO, reH wnt-1
(OYHKLMOHMPYET KaK perynsTop KAeTO4YHON nponvdepauuu

Dorsalin —uneHj:e meiictBa_1G F-beta. CooTBeTCTBYHOLW NI TEH Bbl-
[eneH U3 CNMHHOTo MO3ra LbiNnAeHKa. TPpaHCKPUNTbI 3TOr0 reHa Bhep-
Bble 06HAPYXXNBAKOTCA NPW 3aMblKaHUW HEPBHOM NNAaCTUHKW B TPYOKY.
JKcnpeccus reHa OrpaHM4YMBAaeTCA HEPBHOW TPYO6KON WM HEpPBHbIMU
Ba/MKaMun. TpaHcniaaHTauns HOTOXOPAbl B LOPCanbHY0 061acTb HEpPB-
HOW TPpy6KM TOPMO3UT 3Kcnpeccuto reHa dorsalinl, 4To coBmajaeT C
IKTOMNYECKON WHAYKUMEN BEHTpaNbHbIX CTPYKTYp, BK/IHOYas MOTO-
HeMpOHbl BEHTPaNbHbIX POrOB CNMHHOTO Mo3ra. OueBMAHO, OrpaHunye-
HWe 3KCMpPeccumn 3TOoro reHa NPoOMCTEKaeT U3 TOPMO3ALWMNX BEHTPasb-
HbIX CMTHanoB. B akcnnaHTaTax HEPBHOW nnacTuHky dorsalin 1cTumy-

147



nnpyet anhepeHLMpoBKY onpefeneHHbIX KNeToK, NPOnU3BOAHbLIX HepB-
HOro rpebHsa (gopcanbHas TKaHb) ¥ TOPMO3UT AMPHEpPEeHLUNPOBKY MO-
TOHEpOHOB (BEHTPO-NaTepanbHas TKaHb).

OCHOBbIBAsACb HA U3M0>KEHHBIX pe3yfbTaTax, MOXKHO NpUATU K 3aK-
NIIOYEHUI0, YTO KIeTOYHas AnddepeHLMpoBKa BAOMb [OPCO-BEHT pab-
HOM OCY KOHTPONMPYETCSH COOTHOLUEHNEM JI0KaNbHOW KOHLEHT pauum
ABYX AMDMYHANPYIOLNX CUTHAN0B — OAWH M3 HUX MpogyuupyeTca Aop-
canbHoW HepBHOW Tpy6kon (dorsalinl), BTopoii — BeHTpanbHO noka/T-
30BaHHOWN HOTOXOPAON.

Mpn 3ToM nepBOHa4yanbHO BCA HepBHaA Tpyb6ka KOMMeTeHTHa K
akcnpeccum reHa dorsalinl, HO 3Ta CMOCOGHOCTL BNOCNELCTBMN Orpa-
HUYMBAETCH JOPCaNibHON TPeTbH HEPBHON TPybKu BCnefcTeme aud-
(YHANPYIOLLEro CUrHana W3 HOTOXOPAbl, KOTOPbI/i OAHOBPEMEHHO
MHAYUNPYET AnddepeHLUUpPOBKY MOTOHENPOHOB.

Benok dorsalinl ctumynupyeT gudhepeHLUPOBKY K/IeTOK HEPBHO-
ro rpebHa B fopcanbHON 4acTu HepBHOUW Tpy6ku, ero gugpdysuns B
BEHTpPa/bHOM HanpaB/ieHWW MOAABNAAET BEHTPalbHble CUTHaNbI, ycTa-
HaBNMBas TakMM CNOCOBOM BEPXHIOK rpaHuLy AnddepeHLUpoBKY
MOTOHENpPOHOB.

CnefoBaTenbHO, ¥ B 3TOM cnydae MoporeHeTUUYECKNe MPOLLECChl,
KakK 1 KneToyHas anddepeHLnpoBKa, OCYLECTBASITCA B pesybTaTe
B3aMMOJENCTBUSA CTUMYNMPYIOLUX U TOPMO3SLLUX CUTHASOB.

Kakoi reH oTBeyaeT 3a NPOAYKLMWIO BEHTPaSbHOIO CUrHana, npo-
M3BOAHOI0 HOTOXOPAbI? B HacToAwee Bpems 6uonorn ybexaeHsl, 4To
Yy MO3BOHOYHbIX HauAy4lunii KaHAMAAT Ha 3Ty poib — FOMOJION reHa
hedgehog.

Hedgehog — BbINONHAET ¥ AP0O30¢nIbl PYHKLWUN TEHA CerMeHTap-
HOM MONAPHOCTU U CUHTE3NPYeT CEKpPeTUpyeMblii PakTop, KOHTPONU-
pylowuii naTTepH pacnpegeneHnsa KAeToK B X0f4e CErMeHTauum u pas-
BUTWA MMarvHanbHbIX AUCKOB. Ero romonor y no3BOHOYHbIX Bbla M30-
nvmpoBaH U n3yyeH. OKasanocb, UYTO €ro 3KCmpeccus MPOUCXOAUT B
HECKONIbKMX TKaHfX, OKasblBas perynaupytouiee BAUAHWE Ha Gopmu-
poBaHMe K/IeTOYHOro NaTTepHa B HOTOXOPAE, OCHOBaHWW HEPBHOW
TPybKmn (BeHTpanbHas 061acTb) U MOYKaX 3afHNX KOHEYHOCTeR. JKen-
peccumn reHa hedgehog, MHbELMPOBAHHOIO 3apojbillam NATYLWEK Wan
3HaMeHuUTON pbloKe Zebrafish, a Tak)Ke y TPaHCTeHHbIX MbILWER BbI3bl-
BAET IKTOMMYECKYH 3KCMPECCUI0 MapKepOB BEHTPanbHO 4acTu HepB-
HOW Tpy6Kn 1 hopMMpOBaHME ee OCHOBaHUA B AOPCanbHON U npome-
XYTOYHOIN 4YacTAX CAMHHOIO MO3ra.

CnefoBaTenbHO, NOAOOHO Me304epManbHON WMHAYKLMK, HelipanbHas
WHAYKUUS BKAOYaeT WMHAYKTOPbI HEPBHOM TKaHU (HOITUH), MOANDUKa-
Topbl HellpanbHoro naTTepHa (6enku xotch, dorsalinl, hedgehog) wn
NHrMonTopsl (BMP4).
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FEHbl M HEKOTOPbIE OCOBEHHOCTWU
B3AVIMOAENCTBNA MONEKYNAPHbIX NHAYLUMPYIOLLMNX
PAKTOPOB

[eHbl, KOHTpONMpYlOLWMe CUHTE3 WHAYKTOPOB, Mnoche-
[l0BaTENbHO 3KCMPECCUPYHTCA B X04e pa3BUTUA, MOCcne TOro Kak npe-
[yMNTMBHAsA 3KTOLepma npopearvpyeTr Ha akTUBUMH A. VIMEHHO 3TOT
bcnok yaoBneTsopseT BCEM KPUTEpPUAM, NPeAbABASEMbIM K 3HAOTEH-
HbIM Me30fJepMasibHbIM U 3HTOAEPMaNbHLIM UHAYKTOPaM.

AnoHckuii ambpuonor M.Acawnma 06HapPYXun, YTO CMHTE3 ak-
rmeuHoBoit MPHK He onpegenserca Ao cTaguu MoOpY/bl, 0gHaKo B
neonsog0TBOPEHHOM fAiLe Xenopus yXKe CYLeCTBYIOT TpU U30(OpMbl
akTnBmHa — A, AB, B (dyHKuMoHUpoBaHMe ¢ onepe>keHnem!). OHU cBA-
3aHbl C BUTENOTEHWHOM B XeNTOUYHbIX NnacTuHkax. Kpome toro, don-
NUKYNApHbIE KETKW, OKpyXawolwwue 00LUT, cofep)KaT aKTUBUHOBYIO
MPHK, a Take BMUTENNOreHWHOBbIV peuenTop. ITn akTbl NOLTBEP-
XAatT, YTO aKTMBWH CUHTE3UpyeTcs B (PONUKYNAPHBLIX KNeTKax WU
APYTrUX MaTepUHCKUX TKaHAX (ponb MaTEePUHCKOro reHoTuna B cospesa-
HUM oouuTal) U TpaHCNOPTUPYeTCA B CO3pEBAOLWMIA OOLUT B KOMM-
nekce ¢ BUTENNOreHMHom (puc. 7.18).

Kak 0Ka3anocb, MOXHO MHAyLMpoOBaTb 0b6pa3oBaHWe Me304epMbl
13 M30INPOBAHHOI 3KTOAEPMbl Xenopus C MOMOLLbIO ABYX TUMNOB (hakK-
TOPOB pocTa, 4neHoB ceMeiicteB FGF n TGF-6eTa. MNMpun 3TOM uYfeHsbl
cemeiictBa FGF nMHAYyuMpYIOT TONbKO BEHTPa/ibHYK Me304epMy, ak-

Mopyna 6nacryna ractpyna
6 8
T
paHHero LBUxeHune Hauano Hauano Factpynsyus
aM6pno- AETepMUHAHTOB me3ofepManbHoi TpaHckpunuyun
reHesa MHAYyKUMK reHoB
FGF ?
MatepuHCckuii akTuBUH AktuBuHosass MPHK
[eTepMuHaHT goosecoid
noggin, etc.

dopmMupoBaHMe OpraHu3aTopa B MapruHanbHO 30He

r —

noggin
gsc
Ven( JDor etc.

Ideterminant |
Vg

Puc. 7.18. Mogenb npouecca hopMMpoBaHMA opraHusatopa (MHAYKTopa) (mo:
Asashima, 1994).

| — nepuofbl paHHero paseuTusa y Xenopus. |l — aTanbl hopMupoBaHWUsA opraHusaTopa

149



Puc. 7.19. Mogenb HakKon/jeHUa akKTUBMHA B XOfe 0OreHesa, aMb6puUOHaNbHOW WH
LYKLUM 1 paHHero passutua Xenopus (no Asashima, 1998)

TpaHcakyumn RA! PeTuHoeBast kucnota [TeHbl oTBETa*!
RAR: Peuentop RA [ _xa F6F !

Puc. 7.20. Amarpamma perynauum mesogepma-nHayuupytowero paktopa (MIF) n
cUrHana TpaHCAYKLUMN. AKTUBUHbI CBA3bIBAKOTCA C HONUCTATUHOM U MHAKTUBUPYIOT-
ca (no: Asashima, 1998).

JT0T (haKTOp aKTUBMPYeT COOGCTBEHHbIE PeLenTopbl C MEPeHOCOM COOTBETCTBYHOLLEr0 CUrHana B Lu-
TonnasMy W PO, 4TOGbl BbI3BaTb OTBET PaHHWX FEHOB W PETUHOEBOW KWCNOTbl, KOTOPble MOAYNMPYHOT
curHansl MIF

TMBMWH Xe (4neH cemelicTBa TGF-6eTa) MHAYyLMPYeT NOYTM BCE TWMbI
Me304epMalibHbIX TKaHel B 3aBMCMMOCTW OT €ro KOHLUeHTpayum (puc.
7.19—7.21). donnncTaTuMH 0Ka3blBaeT perynupytoLiee Bo3aeincTene Ha
MHAYLMPYHOLLME CBOWCTBA aKTMBUHA. MHOXECTBEHHbI MIEAOTPOMNHbIN
3(hheKT aKkTUBMHA CBA3aH C ero KoM6uHauueid ¢ gpyrumm 6moakTus-
HbIMW Makpomonekynamu. Hanpumep, noyeuyHble KaHanblbl C BbICO-
KO 4acTOTON WMHAYLWUPYIOTCA B U30/IMPOBaHHON 3KTO4epMe Xenopus
aKTMBUHOM A B COYETaHMUN C peTMHOEBON kmncnotol (RA). B nogobHbIX
JKcnnaHTaTax akcrnpeccupytoTca reHbl Xlim-1 n X1caax-1, akTUBHOCTb
KOTOPbIX 3aperucTpupoBaHa B NOYEUYHbIX KaHaNbLaxX HOPMabHbIX 3M-
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Tpy6ouka

Puc. 7.21. KoHTponb in vitro KNeTouHol andhepeHLLMPOBKN N OpraHoreHesa akTu-
MUHOM U gpyrummn cdaktopamu (no: Asashima, 1998).

AKTUBWH MHAYLMPYET pasnnuyHble MpOM3BOAHbIE Me30f4epMbl B 3aBUCUMOCTU OT WX KOHLEHTpaLuu.
MHayumpoBaHHas Me3ofepMa NPOrpecCMBHO M3MEHSETCH W3 BEHTPaAbHOro B AopcanbHblii TN Mo Mepe
YBENNYEHUA KOHLeHTpauun

He-HeiipanbHas
akTogepma

HeilipoxTogepma
("monvauwee”
cocTosiHue)

Puc. 7.22. TeHHas perynauuns guddepeHUMPOBKN Y 4p030(PUAbI, NO3BOHOUYHBLIX W
6ecno3BoOHOYHbIX (no: Bier, 1997).

A — MaTepuUHCKWiA rpagueHT pacnpegeneHuns 6enka Dorsal nogpasgenseT 4OpCO-BEHTPaNbHY 0Cb IM-
6pnoHa Apo30( bl Ha TPU OCHOBHbLIX TKaHeBbIX TWNa. b — HelipanbHOe MHTMGMPOBaHME M aKTUBALMUA Y
MO3BOHOUHBIX U 6eCM0O3BOHOUHbIX. OBGbACHEHNE B TEKCTE

6pUOHOB C MOMOLWbLID TMbpMAN3aLmMuy in situ Ha cpesax. [pn coBmecT-
HOM BAWSHUW aKTUBWUHA U RA mHAyuMpyeTCA Takxe CUHTe3 anbda 1-
cyoveauHumubl Ne H1C-AT®Pa3bl.

Takum 06pa3oM, aKTUWBMH [eACTBYeT KaK MepBblii MOMEKYNAPHbIA
CUTHan B LEeNn MHAYKTWMBHbLIX COOLITUIA B X04e 3aMbpuoreHesa amgmonii.
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[na pesynbTata MHAYLMPYOLWUX BAWAHWUIA aKTUBMHA K/OYEBOE
3HayeHWe MMeeT BpemMs B3aMMOAENCTBMA WHAYUUPYIOLWEro areHTa u
KOMMETEHTHON TKaHW (4TO CYLLEeCTBEHHO B XOA€ 3BOIOLNOHHBLIX NPC
obpasoBaHuin!). Tak, ecnn Npe3yMATUBHYHO 3KTOAepMYy obpabaTbiBaTb
aKTUBUHOM B TeUYEHUe KOPOTKOro NMpoMexxyTka BpemeHun (0—-6 yacos),
MHAYLMPYIOTCS TYNOBULHbIE, AeliTepeHLedanmyeckme U CNMHO-Kay-
faNnbHble CTPYKTYPbl, B TO BPeMA KakK A/MTeflbHOe KyNbTUBUPOBaHMWE
Takol 3KTOA4EpMbl C akKTUBMHOM (12—24 vaca) BegeT K hopmupoBa
HUIO TONOBHbLIX (apXeHLUedanmyeckmx CcpykTyp).

CornacHo uccnegosaHuam E.Buepa (E.Bier) ns KanngopHuniicko
ro YHMBepcUTETa, MONIEKYNAPHO-TeHETUYECKMNE MeXaHU3Mbl NepBuy
HOli 3MOpPMOHANbHON WMHAYKUUW YHUBEPCANbHbI W OCYLLECTBAAOTCS
KaK Yy MO3BOHOYHbLIX, TaK M 6€CMO3BOHOUYHbIX XMUBOTHbLIX NMNOCPELCTBOM
NMPOAYKTOB CXOAHbIX (ECNU He UAEHTUYHbLIX) reHeTUYECKUX cucTem. Tak,
y 4p030(uabl HM3KaA KOHUeHTpauusa 6enka Dorsal B cMMHHON yacTu
pasBuBatowWwerocs amM6pMoHa CONPOBOXAAETCA TPAHCKPUMLMUOHHOM
aKTUBHOCTbIO reHa decapentaplegic (dpp), a Takxe reHoB zerknullt un
tolloid. Bbeicokasd koHueHTpauuna Dorsal penpeccupyeT 3TU reHbl B BEH-
TpanbHOM 1 naTepanbHO o6nacTax am6puoHa. benok Dpp MHAKTMBU-
pyeT HelipanbHble FeHbl U, HAMPOTUB, CTUMYNNPYET reHbl, 0TBETCTBEH
Hble 3a pa3BUTUE KNeTOK B He-HelipafbHOM HamnpaBneHuu. B 30He Heil
PO3KTOAEepMbl NPOAYKT reHa sog (short gastrulation) nHrnbupyet 6en0k
Dpp, B pe3ynbTare 4Yero CHMMAETCA TPaHCKPUMLUMOHHAA 6/10Kaja C
HellpanbHbIX reHoB M reHa rhomboid (rho), geTepMUHMPYOLWNX AN
(hepeHLMPOBKY HEPBHbIX KeTOK. B BeHTpanbHO 30He (Npe3yMnTuB-
Has mMe304epMa) aKTMBHOCTb HellpasibHbIX FEHOB MOAABNAETCA 6e/IKOM
Sna (npogykKTom reHa snail), a 6enokK Twi (NPOAYKT reHa twist) aktu
BMPYeT Me30/epMalbHble TeHbl.

Y N03BOHOUYHbLIX aHanorom 6Genka Dpp fBnsetca 6enok BMP-4, a
aHanorom 6enka Sog —xopauH (puc. 7.22). MexaHu3mbl UX LelicTBUA
CXOfHbl, TAK YTO MOXXHO FOBOPUTbL O CYLLECTBOBAHUWN HEKOEro 3BOJIO-
LLMOHHO KOHCEPBATUBHOIO M YHUBEPCANLHOIO cnocoba perynaynum Kno-
4eBbIX MOPJOreHeTUYeCKNX NPOLLECCOB B XOe WHAWBUAYANbHOIO pas-
BUTUS.

Cnepyet, ofHaKO, OTMeTUTb, YTO A4/1A LeTa/lbHOr0 BbISCHEHUSA MO-
NeKyNAPHO-TeEHETUYECKNX MEXAHW3MOB 3MOPUOHANbHON MHAYKLMWK
Heo6Xo4MMbl AOMONHUTENIbHBIE UCCNef0BaHUS.

PekomeHgyemas nutepaTypa

1 TwnGepT C. Bronorus paseutua: B 31. M.: Mup. 1993—1995.

2. KopoukuH J1.1., Muxaiinos A.T. BBeaeHne B HeliporeHeTuKy. M.: Hayka,
2000.

3. Muxaiinos A. T. SmM6puoHanbHble MHAYKTOPbLI. M.: Hayka, 1988.
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I CakceH J1., ToiBoHeH C. MepBuYHas aM6pUoHanbHas MHAYKLMA. M.: U],
1963.

® TugemaH X., I'pyHn, X., KHexens B. MHayunpytowmne gpakTopbl U MOeKynsp-
Hble MeXaHU3Mbl AN PEPEHLUNPOBKIN Y PaHHUX 3apofblilueli aMbnonii//OH-
ToreHes. 1993. T. 24. C. 5—27.

Bonpocbl 415 MOBTOPEHUS

I YTo Takoe aMb6pMOHanbHaa MHAYKUMA? Ha3oBuTe ee BUAbI.

? UTo Takoe WMHAYKTOP M KOMMNETEHTHasa TKaHb?

V UTo Takoe KoMneTeHUNa?

s KakoBbl 0CHOBHbIE 3aKOHOMEPHOCTU CO3pPeBaHNA MHAYKTOPA U KOMMETeH-
THOW TKaHn?

5. UTo Takoe apheKT MUHMMaNbHOW Macchbl?

¢ Kak B3aMmMoaeicTBYOT MHAYKTOP M KOMMETEHTHAas TKaHb?

7 Kak reHbl y4acTBYIOT B Perynauum mesofepmanbHOW UHAYKLUN?

8. Kak reHbl y4yacTBYHT B perynsiyum HeilpanbHol MHAYKUUW?

9. UT0o M3BECTHO O HelpasnbHOW N Me30AepManbHOA MHAYKLUN?

10. Kak reHbl BAUAIOT Ha Npoueccbl SMOPUOHANbHOW UHAYKUUN?



["naBa BocbMasi

HEKOTOPbIE FEHETUYECKUE ACMEKTbI
NETEPMUHALIAN
N TPAHCAETEPMUHALLAN

YTO TAKOE NO3NUNOHHAA NH®OPMALINA,
OJETEPMUWHAUMA N ANPDPEPEHLINPOBKA?

KneTtku, 3aHsABLINE ONpefie/leHHOE MOJIOXKeHUe B CUCTe-
Me pasBuMBalOLWeroca 3apofblllia, NojiydyaroT HeKyt, Kak MPUHATO ro
BOPUTb, MO3ULMUOHHYIO MHpopMauuo. Kak BbISCHW/IOCL B MOCNeLHEe Bpe-
M#A, 3Ta NO3MLNOHHAA MHpoOPMaLUsA CYTb HE YTO MHOE, KaK COOTHO-
lWeHne pasMyHbiX 6enKoBbIX MPOAYKTOB, HEPAaBHOMEPHO pacnpege-
NEHHbIX BAO/b Pa3BMBAtOLLEroca 3apoablila N Kak 6bl “0603Havar0LWnx
Cyabby” COOTBETCTBYHOLWMX €ro YacTeil. Cneumdunyeckne rpagneHThl
pacnpefefneHns 3TUX NPOAYKTOB aKTUBUPYIOT B PasHbIX K/eTKax pas-
NNYHble Habopbl TEHOB, TAK YTO 3TW KJ/IETKW MO BAMAHMEM NocTyna-
IOWMX B HUX CUTHAaN0B MPUCTYNalT K “BbINOIHEHUIO MporpamMmmbl”
jeTepMuHaummn n gudgepeHLnpoBKN.

[JeTepMuHauns — uUeHTpasbHOe cOOGbITUE B X04e WHAMBUAYaNbHOMO
pasenTua. Knaccmk skcnepumeHTanbHoOn ambpuonorun I.LnemaH,
Kacadacb feTepMuHauum, nucan: “Mbl 06bIYHO ClieflyeM ONpefeneHuto,
JAaHHOMY MHOTO neT ToMy Hasag K. Maii-

[epoM, COrlacHO KOTOpPOMY AeTepMu-
Hauus ecTb MPUYMHHAA 06YyCNOBEH-
HOCTb GyAyLlein cyabbbl YacTeld 3apo-
[blla, KaK BO3HMKawoLas, Tak n yxe
BO3HMKWaa”. A.M.®dunatos (puc. 8.1),
OfVH U3 BUAHbIX O0TEYECTBEHHbLIX 3M-
6puonoros, onpegensan LeTepMuHa-
LMK Kak rnpouecc, Kak “rakoe BO3-
[eincTBMe OAHUX YacTeil pa3BMBatoLLe-
rocsa opraHusma Ha Apyrvie ero yac-
TH, 6narofaps KOTOpOMYy nocfefHue
Npu HanM4uy onpegeneHHbIX YCNOBMiA

Puc. 8.1. AmuTpuii MeTpoBny Punartos.
OAnH 13 OCHOBOMOMOXHUKOB O0TeYeCTBEHHOW
aKcnepumeHTanbHol 3amb6puonorun. Cosgan
Ll kony poccuiickux amépuonoros
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Puc. 8.2. Cxema nocnefoBaTesibHbIX
npoLeccoB co3peBaHUs, AeTepMUHa-
un n guddepeHUMpoBKM, NPONCXO- T -
OAWMX B 9KTOAepMe 3apofbilueil am- M
unéuii (no: Hadom, 1965)

NpPoXoAAT 4acTb NYTWM CBOEro
pa3suTtusa”. TouHee oxapakTepu-
l0Ban AeTepMMUHaLNI0 LWBEW-
LapcKnii reHeTUK 1 ambpuonor
XXafopH. Mo ero mHeHuto, fe-
TepMuHauma — 3To “npouecc,
Il pesynbtate KOTOpPOro Komre- O oes® & itn, "l N*-
TEHTHas KNeTouHas cucTema Bbl- es0 @ ©

M

61paeT OAUH N3 MHOTUX BO3- forcerc BO Kooon T r

MOXHbIX NyTeii pa3snTna”. NHbl- \ Bn /

MU CNOBAMU, AETEPMUHALMNSA & oo Ec;} ((;)! e g, L

€CTb MOCNef0BATENLHOR Cy>KEHNE “ €507y ® e.® T S P

I'IpOCI'IeKT'qI/IBHbIX n0TyeHL|.|/||7| ees 1 5% 1®C®',1]N|’ P t_N'l *r
Di

KNeTKW. 5kin Cornea Lens Different nerv cells

Ha puc. 8.2 cxematmyecku

OTpaxeHa NocnefoBaTeslbHOCTb COObITWIA B XOfe 3TOr0 Cy>XeHus. Ha
nepBoM 3Tane, 0603HA4YeHHOM KaK co3peBaHue (A/7), ycTaHaBnmBaeT-
€Sl KOMMNeTEeHUMUA, CNOCOOHOCTL pearnpoBaTb Ha BO3LENCTBUE WHAYK-
Topa popmupoBaHmem anungepmuca (E) unm HepBHOW cuctembl (N).
Oetepmunauusa | (Del) Bepet pasgeneHunto E- n A'-cuctem. 3atem
cnepyet cospeBaHue Il (MTI1), onpegensiowee KOMNeTeHLUIO K obpa-
30BaHNt0 601ee y3KO cneyuann3nupoBaHHbIX KOMMNOHEHTOB U T.4.

KAK OBHAPYXWNTb COCTOAHWNE AETEPMWHALINN?

CocTofiHMe JeTepMUHALUW MPUHATO PErucTpupoBaTh C
nomowbio paspaboTaHHbIX ewe [.LLUnemMaHoOM 3aKcnepuMeHTanbHbIX
KpuTepues. Taknx KpuTepues ABa: 1) NoBefeHNe UCCNeAYEMbIX KNETOK
B YCNOBUAX TpaHCNAaHTaLMmM U 2) NoBefleHUe NccrefyemMbiX KNeTOK B
YCNIOBUAX KY/IbTUBUPOBAHUSA in vitro.

B nepsom cnyyae KneTKW, Hanpumep 6ygyuieli HepO3KTOAEPMbI,
YPOBeHb AeTepMUHALMUM KOTOPbIX OLEHWBAETCA, TPAHCMNaHTUPYIOT B
06n1acTb ApPYroro 3apojbilia, UM YyXayt, Hanpumep B obnacto 6yay-
Wen mMbilevyHON TKaHW. Ecnn TpaHcnnaHTaT pa3BMBaeTCA B Mbllley-
HYIO0 TKaHb, T.e. ClieayeT cyabbe coceHUX KNeTOoK X03AK1Ha, TO COCTaB-
NAOUINEe ero KMeTKW He JeTepMUHUPOBaHbl. Ecnv ke TpaHcnnaHTtat
pasBMBaeTCA He3aBMCMMO OT OKPYXXAKOLWMX TKaHel peunnmerHTa u gaet
Helpo3KTo4epManbHble, & He MblleYHble MPOWU3BOAHbIE, — 3HAYUT
OH [eTepMWHMUPOBAH K PasBUTUIO B COOTBETCTBYIOLLEM HarpasieHUu

155



Puc. 8.3. MeToa Bucsiueii kannu.

| — [lpeamMeTHOe cTekno ¢ yrnybnexvem B ccpt
[VHe; 2 — NOKPOBHOE CTEK0 C NPUKPENNeHHON K Hemy
BucAYei kanneit (J) husnonornyeckoro pacrsopa Anv
KYNbTUBNPOBAHUA 3MOGPUOHANbHOW TKaHU; 4 — Kyca*
4yek 3MO6PMOHaNbLHOW TKaHW, M30AMpoBaHHbIN 13 roll
Unu nHoit obnactn amGpuoHa

N BO3AENCTBMS OKpYXaloLlel TKaHel He MOryT BHeCTUM KaKue-nnmbo
M3MEHEeHNs B 3TOT MpoLecc.

Bo BTOpOM cnyyae nofnexkawine “oLeHKe” KyCcOUKM 3apofbllia n3o-
AUPYROT 1 MOMELLAT B Ky/bTypanbHYH cpefy, Hanpumep Nno Metogy
TakK Ha3blBaemoli Bucayein kanau (puc. 8.3). Ecnu kneTku gesarperupy-
IOT 1 06pa3ytoT HegudhepeHUNPOBaHHbIE accounaTbl, CO BPEMEHEM
nornbasi, — 3HaYMT, OHW He AeTepMUHMPOBaHbl. Ecnu Knetkn gug
(hepeHUMpYOTCA B COOTBETCTBMM CO CBOMM MpeAHasHayeHuem (Ha-
npuMep, KyCOoueK ByayLimX MbILIEYHbIX K/IETOK Pa3BMBaeTCA B Mbl-
LIEYHYI0 TKaHb), TO Mpouecc AeTepMUHALUN MMEET MECTO.

KAK M3YUATb PEMTMOHA/IbHBIE OCOBEHHOCTM
JETEPMUHALMN?

PernoHanbHble 0COGEHHOCTM npouecca geTepMUHaL MK
Jlydllle BCEro pacCMOTpeTb Ha NPUMepe pasBUTUA MMarunHanbHbIX 4UC-
KOB Ap030(ubl.
eHOM Apo30hnAbl, Kak 1 ApYyrux HaceKoOMbIX, COLEPXUT ABe Npo-
rpaMMbl pasBUTUA — NMUYNHOYHYIO U UMarMHanbHylo. B COOTBETCTBUM C
3TUMM NporpaMmamMu pasBuBaEeTCA ABa BUAA OpraHoB — JIMYNHOYHbIE
N MMaruHanbHble. o CBOEN GMOXUMMWYECKON XapaKTEePUCTUKE OHM
oT/MYaroTCa Apyr ot gpyra. Hanpumep, NMYMHOYHbIE U UMarnHanb-
Hble C/IHOHHbIE XKene3bl MMEKOT pasHblii CNeKTP N30ePMEHTOB aCTepa-
3bl. Mpn 3TOM CNEKTP N30(ePMEHTOB UMArMHaNbHOW C/MIOHHOM Xene-
3bl (OpraHa B3pOC/Oil MyXu) COOTBETCTBYET TaKOBOMY MMaruHaibHO-
ro ucka u, cneposaTefnbHO, ABNAETCA CNeACTBMEM peanusauumu
MMarnHanbHOM NporpaMmbl pasBUTUS, KOTOpas B CBOEM OCYLLeCTB/le-
HAW He 3aBMCUT OT IMYMHOYHOWM, MOCKOSNbKY, BO-MEPBbIX, WU3BECTHbI
MyTaLuW, Korga umaruHanbHble opraHbl 1 faxe Ux 3aknagkm — nma-
FMHabHbIe AUCKM — BOOOLLE He (hOpMUPYIOTCH, TEM HE MeHee Npo-
rpaMMa IMYNMHOYUYHOI 0 Pa3BUTUA peannsyeTcad HOpPMasabHO, BO-BTOpbIX,
C MOMOLbIO KOPMJIEHUA NUUYMHOK Ap030dhunabl 6poMAe30KCnypmamn-
HOM MOXHO “pasfenntb” NMYUHOYUYHYIO U MMarvMHaabHYH nporpam
Mbl, HapyLMB MNPOLeCcCbl TPAHCKPUNUMKN Y NTMYNHOK. Ha peanusauunm
NIMYMHOYHOW MporpamMmbl 3TO HE OTPaXKanocb, MOCKO/bKY pa3BuTue
NMYNHOK B OCHOBHOM 3aBMCUT OT MaTpuuyHoii PHK, yxe 3amaceHHol
B aMbpuoreHese. OAHaKO Kak TONbKO Ha CTaAuMW KYKOMKW NpUXoauT
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hie. 8.4. PasBuTue 1 nepecagka uMarvHanb-
HLIX gnckoB y Apo3odunsbl.

Y NMUUUHKN-J0HOPA BbIPE3alOT UMaruHanbHble JUCKN 1
MepecaxxnBalOT NMUMHKaM-peLunmeHTam. B xoge metamop-
(ho3a M3 TpaHCnnaHTaTa pasBMBAaeTCA COOTBETCTBYHOLLMI
TpOCAbIA opraH

MpcMs peann3anm umarmHanbHoOW npo-
rpaMMbl™ pasBUTUE OCTaHABIUBAETCS U
KYKOJIKM nornbatoT. 3TO, 0YEBUAHO,
CBSi3aHO C TeM, 4TO AN peanmsayuu
MMarvHanbHOW nporpammbl Heobxoau-
Ma HOBas BOJIHA TPaHCKPUMLMOHHOM
aKTUBHOCTU reHoB (NojaBfieHHas B AaH-
HOM Cnyyae MHrM6MTOpPOM — Gpomae-
KXKEUypuanHOM) B KNeTKax umaru-
HanbHbIX guckos (M), roe n foaxHo

MPOUCXOANTb OCYLLLECTBNEHNE 3TOW MPOrpammbl.
Y NMUYMHKN 4p030(hUNbl UMEETCA HECKObKO MMarnHanbHbIX AnC-
KoB, [alowWmx Te WMAW WHble 4YacTW Tena MMaro — B3POC/OA MyXu

(pnc.8.4).

N3yueHne gudepeHuMpoBkM [, no3BoAMA0 NOAYyYMTb OTBET Ha

pag NPUHLMNMaNbHbIX BOMPOCOB.

* Korga KneTku, B KOTOPbIX peannsyetcs NMYMHOYHAA Mporpamma,

OTAEeNATCA 0T MMarnHanbHbIX? OKa3blBaeTCs, elle Ha cTagun 6na-

CTOLEPMbI.

Kakue (hakTopbl KOHTPOIUPYIOT 3T0 “oTAeneHne”? OUYeBMAHO, Tak

Ha3blBaemast No3nLMOHHAA MHGopMaumsa —apMEKT NONOXKEHUS Kiie-

TOK B OMpefie/IeHHOM MPOCTPaHCTBEHHOM MOJie 3apoAbliia, Xapak-

TepusylowWwmnMca cneunipuyHoOCTLIO pacnpejeneHns npoayKToB,

CUHTE3VPOBAHHbIX MO KOHTPONEM PEryNpYOWNX CErMeHTaLmio

reHos. lMpu 06ny4vyeHUM ynbTpauoneToM 30H, PasBUBAIOLLUXCS B

WA, 3Tn nocnegHune He (HOPMUPYIOTCH.

CKONbKO MePBUYHbLIX “NMPUMUTUBHbLIX” KNETOK COLEPXMUT aMOpuo-

HanbHasa 3aknagka MA? Okaszanocb, 4To nepeoHavanbHo N[ dop-

MUPYETCH KakK BbINAYMBAHME TUMNOLEPMbI, codepxallee 10—40 kne-

TOK. 3Ta 3aKnafka npeTeprneBaeT B MOC/MeAYIOLLEM CBOEM Pa3BUTUU

CrefytoLwme N3MEHEHNA:

1) pasaMHOXeHWe, B pe3y/bTare Yero KOM4ecTBO K/IETOK JOCTUra-
eT HECKONbKUX ThICAY;

2) aKTUBHOE ABMXEHWE U NACCUBHbIE MepeMeLLeHUs:;

3) cneynguryeckas opueHTaumMsa MUTOTUYECKOrO BEpPEeTEHa;

4) obpasoBaHune TOKaNbHbIX Pa3IMUNiA MO BENMYNHE U (hOpME Kie-
TOK;

5) nokanbHAS rnbenb KNeTok.
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YTO TAKOE KOMMAPTMEHT?

Bce nu kneTkn cpopmuposasLieroca M paBHOUEHHbI

UTobbl OTBETUTL HA 3TOT BOMPOC, K/IETKU HY>KHO MOMETUTb — MapKu

poBaTb. O4HUM M3 METOL0B TAKOr0 MapKUPOBAHUA ABAAETCA UHAYKLMM

COMaTWNYeCKUX peKombuHaumii. B 1936 r. XX B. HEMEUKWIA TEHETUK

K.LLTepH 06HapyXwu/, 4To y Ap030¢nabl Hapady C MelOoTUYECKUMU

PEKOMOBUHALMAMN NPOUCXOAAT MUTOTUYECKME peKOMOUHaLMK. B 1957 i

I".Bekkep nokasan, 4YTo PEHTreHOBCKOE 06/1yYeHNEe HECKO/bKO MOBbI

LUaeT YacToTy TaKuX peKoMOUHaLmnil, 1 B X04e MUTOTMYECKOro “pac-

LenaeHnsa” reTepo3nroT 06pasyoTcs 4BOliHbIe NATHA: rna3 6yaet Mo-

3aMYHbIM Mo UBeTYy. pn 3TOM pa3smep KMOHOB KNeTOK “pa3HOoro LBC

Ta” BydeT pasHbIM B 3aBUCUMOCTU OT BpeMeHU 06/1ydeHuns. YeM paHblue

MpoBOAUTCA 06/1y4YeHMEe, TEM MEHbLLEE KOMMYECTBO KETOK-MULLEHEN

pearmpyet u Tem 60MblUee KONUYECTBO MyX MPUXOAUTCH aHaIu3nMpo

BaTb, UTOObI yBMAETb 3D(heKT, 3aTO MHAYLMPOBAHHOE MATHO 3aliMET

60MbLUYIO YacTb OpraHa, Tak Kak 4YeM paHblle MoMeyeHa K/eTKa, Tem

MHOro4Yuc/fieHHee ee MOTOMCTBO. Ecnu ke 06/71yyYeHUe NpPoOBOAUTb H

no3gHeM Mepuofe pasBUTUA, TO MOXHO HANTWM MHOXECTBO OTHOCM-

TENIbHO ManeHbKUX K/IOHOB M3MEHEHHbIX K/eToK. CrefyeT OTMETUTS,

4TO TaKOe MapKMpoBaHWe — NPoLecc CTaTUCTUYECKMI. B CBA3U C 3TUM

Heo6Xx0AMMo NpocnefnTb CyAbby 60bLIOI0 KONNYeCTBa KeToK y no-

NYYEHHOro MO3auka, 4YTobbl OMpeAennTb AeACTBUTENbHBIA X04 MOp-

thoreHeTmyeckoro npouecca. Mo pacnonoXeHUo “MapKUpOBaHHbIX”

KNeTOK MOXXHO BOCMPOU3BECTM KapTUHY MEPEMELLEHNA KNETOK B X0Ae

passutna VA:

* €eC/I MEeYeHble YYacTKW PacrosiodXeHbl PAJOM, — 3TO O3HA4aerT,
4TO [lOYEepHME KNEeTKU B Xode MOpdoreHesa ocTaBainCb BMECTE;

* EC/IN MeYyeHbIl y4acToK BbITAHYT B AJIMHY — U3 3TOTO CeayeT, UTo
OH BO3HMK B pe3ynbTaTe fefleHUA KNeTOK, MUTOTUYECKNE BepeTeHa
KOTOPbIX OPUEHTUPOBAHbLI B OAHOM HamnpasieHUW;

* eCNN KNeTKU “NnomeTuTb” Ha MNO34HeiR ctaguu passutua U4, 1o
O0Ka3blBaeTCcA, 4YTO “MeTKa” KOHLEHTpUPYeTCa B 30HaX, KOTOpble
OTAeNeHbl APYr OT Apyra YeTKUMM NOrpaHnYHbIMU TUHUAMU U CO-
XPaHATCSA B (DOPMUPYIOLLEMCA MUMaro — 3TW 30HbI Ha3Ba/u KOM-
napTMeHTamm.

Kaxablil KoMnapTMeHT npefAcTaBiseT coO60i MOTOMCTBO HECKO/ib-
KUX LEeTepPMUHUPOBAHHbLIX PaBHOLEHHbIX KNETOK — K/1eTOK-OCHOBa-
TeNbHUY,. Takaa rpynna KAeToK Has3blBAeTCA MONUKIOHOM. Bce uneHsbl
NOMMK/OHA BCcerfa cobuparoTca B O4HOM KOMMNapTMeHTe. FpaHuLbl KOM-
MapTMEHTAa CTPOro COXPaHAKTCS.

KoMnapTMeHT cogepXuT okosio 103—104knetok. HekoTopblie MyTa-
LMY NO3BONAIOT 0OHAPYXUTb rPaHuLLbl MeXAy KOMMapTMeHTamMu, Kak,
Hanpumep, B Clyyae KOMMapTMEHTaUUM Me30TOpaKasbHbIX CTPYKTYP
KYTUKY/bl. Tak, HEKOTOpble MyTauumy TpaHCHOPMUPYIOT 3afHUE CTPYK-



|ypbl KpbINbEB U APYrMX OpraHoB B COOTBETCTBYOLWME nepesHue. Tpu
HOM CYLLIeCTBEHHOE 3HAaYeHMe MMEET TONOMOrnsA KNeTOUYHbIX nonyns-
UMiA ona MX opraHusauuu B KOMNapTMeHT. byfet nu knetka passu-
Harbca B BO/IOCOK MW B aNUTeNNaNbLHOM HanpasfeHun —onpeaennT-
cA No3fHee, HO Oy/eT 3aBUCETL OT TOro, K KaKkoOMy KOMMNapTMEHTY OHa
NnpuHagneXxxuT. Hepeako rpaHuLbl KOMNAapTMEHTA MOXHO OMNpesennTb
<MOMOLLbLI0 0ObIYHBIX TUCTOXUMUYECKMX OKpacoK. OKasanoch, Hanpu-
Mep, YTO HEKOTOPbIM KOMMApTMEHTaM CBOCTBEHHA BbICOKAasi aKTUB-
HOCTb anbAernaoKcnaassl, U Npu OKpacke Ha 3TOT (DEPMEHT UX FPaHun-
bl BbIABNAIOTCA 0YEHb YETKO.

CnepoBartefibHO, pervoHanbHad AeTepMUHALUA XapakTepu3yertcs
obpa3oBaHMeM KOMMNApPTMEHTOB, W KaxAabll W[, npefctaBnseT coboi
MX COBOKYMHOCTb.

UTo NnpuBOAUT K 06pa3oBaHUI0 KOMNAPTMEHTOB, KaKOBbl MeXaHW3-
Mbl pernoHanbHol fetepmuHayun? ®.Kpuk u M.JloypeHc npegnono-
XWUnu, 4to 06pas3oBaHMe KaXLOro KomnapTMeHTa OOYC/IOBNEHO ak-
TUBHOCTbLH) HEKOTOPOTrO YKCNa KOHTPONUPYIOLLUX UX FEHOB (CenekTop-
Hble reHbl, FOMEeOo3UCHbIE reHbl). MpegnonaraeTcs, YTO CENEKTOPHbIA reH
MOXET BK/IlOYaTb UM NoAaBnAaTb “6aTaperd” CTPYKTYPHbIX reHoB. B Ta-
KOM Cny4Yae aKTUBHOCTb CENEKTOPHbLIX FEHOB AeTepMUHUPYET TUM Mo-
JINK/IOHA U COOTBETCTBEHHO €ro OT/IMYMe OT APYrMX MOSINKIOHOB.

Takune nocnegosaTenbHble “6uHapHble” (1, 0; akTuBauus, nogas-
NEHWE) pelleHUs OMpeaenstoT BPemMs BO3SHWKHOBEHWUS HOBbIX KOM-
napTMeHTOB. [1n1 pernoHanbHON feTepMUHaL MM BOCbMA KOMMapTMEH-
TOB HEOOXOAMMBI, KaK Y)XXe 0TBe4YasioCb, TPU CENeKTOPHbIX reHa.

OETEPMUHALUVA N TPAHCKPUMUMNA YMEPEHHO
MOBTOPAKOWMXCA NOCNELOBATE/IbHOCTEW

CyuiecTByeT NpeAnon0XKeHWe, YTO PeLLaOLLYI0 poSib B permoHasb-
HON geTepMUHaLWUKU UrpaeT NPOLEecc penpeccun nepBoHayvanbHO ak-
TUBHbIX FOMEO3UCHbIX reHoB. CTabUNbHOCTL AeTepMUHaLUN 06YCNoB-
NeHa B TaKOM C/iydae CTabUbHOCTLIO PenpeccuMy COOTBETCTBYHOLLMUX
rOMEO3MCHbIX FEHOB.

MOXHO npegnonaraTb, YTO OCYLLECTBMEHUE AeTepMUHALUOHHOIO
npouecca obecrneynBaeTcs B3aMMOLEACTBNEM PEryNATOPHbIX 6EMKOB 1
cneundnyeckux 30H AHK, koTopoe obycnosnueaeT anddepeHum-
a/lbHYl0 aKTUBHOCTb FeHOB. B CBA3M C 3TUM CYLLECTBEHHbIA MHTEpecC
nprnobpeTaeT COMOCTABNEHME C/IOXHOCTM AAepHOA PHK B pa3nnyHbIX
TKaHAX U Ha pasHblX CTaAnAX pa3BuTus. Takue nccnefoBaHUs nNposenu
3.03sugcoH n P.bputteH (E.Davidson, R.Britten). CornacHo ux gaH-
HbIM, OTHOCUTE/IbHO HebOoMbLIAaA YacTb YHMKA/bHbLIX MOc/iefoBaTesib-
HocTeh AHK npeacTtaBneHa B Buae konuidi PHK B TOW unm wnHoi
AnddepeHuMpy toLLenca TKaHW. Y MOpPCKoro exa ato 10—20% nocne-
[loBaTe/IbHOCTel (B 3aBUCMMOCTY OT CTafMMN Pa3BUTUSA), B MEYEHUN KpPbl-
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cbl — 11%, B MO3re MbIlN — 18%, B Ky/bType KNeTOK Ap0o30n/ibl
4-6%.

B agpax KneTok 60/bLWNHCTBA TKAHEW Ha pasHbIX CTaausax passuTun
cocTaB TpaHCKpunToB PHK ¢ yHMKanbHbIX NOCNeA0BaTeNbHOCTEN 06
Hapy>XMBaeT CXOACTBO. B yacTHoCTK, 1/3 yHUKaNbHbLIX NCOnefoBaTesb
HocTein JHK Mopckoro exa npefcTasiieHa B BUAE KOMWIA B SepHON
PHK 6nactynbl, ractpysbl, NPeBUTENIMHOBbLIX OBapuasibHbIX 00LMTax
N KWLWEYHNKe B3POCMOro XMBOTHOro. AaepHas PHK Helipynbl n nu-
UMHOK NATYLIKW TMOPUAM3YETCA COOTBETCTBEHHO ¢ 11.3% u 12.1%
YHUKansHon AHK, npu 3TOM MMeeT MeCTO roMOJorus nocnefoBa-
TeNbHOCTE HYKNeoTnaoB B aaepHoit PHK Helpynbl n nnunHku. BTo
e Bpems CNOXHOCTb NoAUCOMHON MPHK nuumMHky B 2 pasa Bbllle,
YeM C/IOXKHOCTb NoAMCOMHON PHK Helipynbl: 8,7 1 4,7% yHWUKaNbHOM
OHK cooTtsetcTBeHHO. Kpome Toro, MPHK, KoTopasa akcnpeccupyet
cs B 3MOpPMOHE, HO OTCYTCTBYET B MOAUCOMAax KULLEYHWKA, TeM He
MeHee MOXeT 6bITb NpefcTaBneHa B AgepHon PHK KuweyHuKa.

Fno6uHoBas MPHK cofepXnUTca B HU3KMX KOHLEHTpaLusax B aapax
K/1ETOK N0 KpaliHeli Mepe HEKOTOPbIX HE3PUTPOUAHbLIX TKaHel, a oBasib-
6ymunHoBas MPHK npucyTcTByeT B afpax KMeTOK Cee3eHKN U MeYeHu.
P.bpurreH n E.[l3BUACOH npegnonarann, 4to B AApax KNeToOK pas-
NINYHBIX TKaHel copepyaTcs TPAHCKPUNTbI 60/IbLUMHCTBA CTPYKTYp-
HbIX FEHOB, B TO BpeMs KakK B MOAMCOMax OOHapy>XXUBAETCH TOJIbKO
4acTb M3 HUX. B TO XXe BpeMs OHU Halun cpeau sepHoix PHK cemeli-
CTBa KON yMepeHHO noBTopsoWmxcs nocnegoearensHocteit AHK,
cneym@UUHbIX ANS pasfNyHbIX TKaHeil M cTaguin pas3sutus. NHbIMK
cnosamu, cornacHo bputTteHy n [13BUACOHY, B A4pax PasfINUHbIX Kie-
TOK cofiepkaTcs OTHOCUTENIbHO CXOAHbIA Habop PHK-konuii yHMKanb-
HbIX FeHOB U creunuyeckne Habopbl PHK-konuii ymepeHHO NOBTO-
pawoLmxcs nocnegosarenbHocten JHK.

OueBnaHO, B NpeaanddepeHLUPOBOYUHbI/ Mepuof, CBA3aHHbINA C
LeTEPMUHALMOHHBIMK COOLITUSIMM, MO KpaliHeli Mepe 60/bLMHCTBO
30H, COAepXaliuxX CTPYKTYPHbI€ TFeHbl, TPAHCKPUOUPYOTCA KOHCTU-
TYTUBHO, 06pa3ys Habop AAepHbIX NpeaLlecTBEHHUKOB Moniekyn MPHK.
B T0O ke Bpems B pasHbIX K/eTKax TPaHCKPUOUPYHOTCA pasHble MHTer-
pupytoLime perynatopHble TPAHCKPUNLUUOHHbIE efUHULbI, NpeAcTaB-
NEHHble CEMENCTBOM YMEPEHHO MOBTOPALLIMXCA NociefoBaTe/bHOC-
Teil. Cneumnduka Habopa TPaHCKPUOUPYEMbBIX PEryaaTOPHbLIX eAuHNL
onpeaensieTcs reHamu-ceHcopamu, KOTOpble OMo3HatoTca cneuundu-
YeCKUMMW perynaTopHbIMU 6enkamMu, pasHbiMWU 418 KNeTOK, pa3BumBa-
IOLLMXCA B pasHbIX HanpasieHUAX, U aKTUBUPYIOT COOTBETCTBYIOLLME
pPerynaTopHble TPAHCKPUMNLUOHHbIE eAnHULbI. TTpoAYKTbl NocnegHnX
HeCyT y4acTKM, CMOoCOo6HbIe 0No3HaBaTb KOMMJ/IEMEHTapHbIE UM yyac-
TKW TPAHCKPUNTOB KOHCTUTYTUBHBLIX FEHOB M 06pa3oBbIBaTh COOTBET-
CTBYHOLMIA cneuntnyecKuin Komnaekc (TPaHCKPUNTbI KOHCTUTYTUB-
HbIX FEHOB — PerynaTopHble TPAaHCKPUNTLI). B KneTkax, KoTopble pa3su-
BalOTCA B pa3HbIX HanpaBfeHWUAX, CYLLECTBYIOT pasHble Habopbl TakuX
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hie. 8.5. Cxema perynsymm reHHom
in npeccun Ha MOCTrpaHCKPUNLMOH- CTPYKTYpHBIM TeH
MoM ypoBHe (no: Davidson. Britten,
1V79)

KOHCTUTYTUBHBLIM TpaHCKpunT

lomnnekcos. lNMpepnonaraercy, —lipt it

YTO TONbKO Te NPOAYKTbI KOH-

WUTYTUBHO TPaHCKpUGMpye-  rermumvouse penmiope

MbIX FEHOB MOABepratTcs nNpo-

LEeCCUHTY C Mnoc/ieayounm

thaHcnopTom 3penoin PHK. B

uuTonnasmy, Kotopble o6pasy- Hawl

0T KOMMJIEKC C TPAHCKPUMTOM

COOTBETCTBYHOLLEA perynarop-

HOW efMHNLbI. OCTanbHbIE NPO-

OYKTbl KOHCTUTYTUBHO TpaHc-

KpUbMpyembIX reHOB YHUUTOXa-

I0TCS HyKneasaMu, TaK 4TO

MpoLecchl, MPOMCXOAALIME Ha e o oo Tencn
MOCTTPaHCKPUMLNOHHOM YPOB-

He, o6ecneumBaloT creumpnyeckyto HanpaBneHHOCTb MPOLECCUHTa,
6narogaps Yemy B pasHbIX ANGHepeHLMpPYIOLWMXCA KNeTKax co3peBa-
toT pasHble MPHK (puc.8.5).

YTO TAKOE TPAHCAETEPMUWHALINA?

TkaHeBad U KnProyHas AuddepeHLUpoBKa ABAseTCA

BHELIHUM BbIpaXeHWEM [eTepMUuHa-
UMW ¥ MPOSABNAETCA B CUMHTE3e cne-
unguueckux PHK, 6enkos, gpopmu-
pOBaHUN MOPPONOTNYECKNX N YHK-
LMOHaNbHbIX NMPU3HAKOB cneumnanunsa-
UMM KNETOK.

3.XapgopH (puc. 8.6) paccmatpupa-
eT JeTEPMUHALMI0 KaK MHOFOCTYMNeH-
yaTblii NPOLECC, TECHO CBA3aHHbIN C
AnthepeHLMPOBKOA. [eTepMnHaLnto
OH nogpasfenun Ha fgea tuna: 1) Be-
AYyLLYI0 HEenocpeicTBeHHO K Andgde-

Puc. 8.6. OpHcT XagopH. Bbigawwniics
wBelilapCKUin reHeTUK 1 amGpuonor.

OTKpbIN ABIEHWE TpaHcAeTepMuHayun. ABTOp nep-
BOVi (hyHAaMeHTaNbHON KHWUIKM No npo6nemam reHeTnyec-
KON perynauuu WHAWBUAYaNbHOrO pa3BuTuA. B Heil oH
06061L1N BCe 3KCMEPUMeHTanbHble JaHHble, NONyYeHHbIe
natoii o6nactu \ TeyeHune 30-x rogos
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Puc. 8.7. Cxema onbITOB 3.XnN
fOopHa No NojAepXXaHu coCcTo-
AHUA feTepMUHALMKN B KIeTKax
npo3ounbl

peHuMpoBKe(HanpumMep, K
pasBuTUIO Crieunann3npo -
BaHHbIX HEPBHbIX KNETOK)
n 2) Befyulyto K nocros! i
HO BOCMNPOMU3BOAALLEMYCS
COCTOAHMIO [eTepMUHa-
LMW KNETOK, KOTOPblE Of-
HaKo He anddepeHunpy
o ~7%] toTCca (Hanpumep, Kamb6u
afibHble KneTkn Stratum cy~
lindricum B anmgepmuce,
3ANUTENNIA KPUNT KULLIKK 1
T.4.). Xa[opH YCTaHOBWU/, YTO NPU AANTENbHBLIX TPAHCMNaHTaunax ge-
TEPMUHWUPOBAHHbIX YYaCTKOB MMaruHasbHbIX JUCKOB AP030UIbl OHU
COXPaHAKT COCTOSHME feTepMUHaLMN U AndPepeHLMpPYOTCA B O4HU
1 Te e Npou3sogHble (puc. 8.7). OfHaKo Hapagy ¢ Takoil aBToTUNU-
YecKoi geTepMUHaLMe B peakux ciiyyasx Habnwopaercs annotTmnu-
yeckad, UM TpaHcaeTepMuHaUmMs, Korga, Hanpumep, M3 aHTeHHalb-
HbIX KNeTOK popmMupytoTcsa 61acTeMbl KOHEYHOCTEN.

[nsa Kaxporo faHHOro COCTOAHMA AeTepMMHALMK MMeeTcs onpe-
feneHHas BEpPOATHOCTb, WM YacToTa, TpaHCAeTepMUHALUN B CNeLu-
(hmyeckom HanpasneHUN. KNeTkn reHnTanbHbIX JUCKOB C OMHAKOBOM
BEPOATHOCTbIO B MEPBYI0 O4Yepefb TpaHCAeTepMUHUPYHOTCA B r0J/10B-
Hble WM HOXHble KNeTKWU. BTopuyHas TpaHcaeTepMuUHaLmsa aToro an-
NOTUNNYECKOr0o COCTOAHUA BefeT K NOSABMEHUIO KNeTOK Kpblia, 0fHa-
KO HMKOrga He HabntofaeTca NPAMOro NpeBpalleHUs FeHUTaNbHbIX
KNeTOK B KpbI/1OBble. B LleNoM 3aKOHOMEPHOCTU TpaHcAeTepMUHaLmum
MOXHO BbIpa3uTb CeAYIOLLE CXeMOIA:

AHTEeHHa-

AHa/IbHaa NnacTyHKa Manbnyc -Kpbino - Topakc

n
r—bl-lacm Horm

(cnnowHble cTpenkn — 6onee YacTble COObITUS, MPepbIBUCTbIE —mOO0/ee
peakue)

TpaHcAeTepMUHALMM MOABEPraldTCs TONbKO WHTEHCMBHO MPO/U-
(hepupytowine KynbTypbl. UeM Bbllle CKOPOCTb [JeNeHUS KNeToK, Tem
yavle TpaHCAeTePMUHALNS.
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KAKOBA MNPUPOOA TPACHAOETEPMUHALININ?

PasHble rMnoTesbl 0 NPUpoAe TpaHCcLeTepMUHAL MU NPO-
BEPSANNUCH 3KCMEPUMEHTASTBHO.
®m He MUrpupytoT in TpaHCAETEPMUHNPOBaHHbIE KNETKM U3 OpraHn3Ma
X0311MHa? OKa3anocb, YTO HET, MOCKOJ/IbKY B OMbITax Mo TpaHcniaHTa-
UMW TKaHel 13 peumnnueHTa ¢ myTauueld ebony (YepHblid LBET Tena) B
ocob6eii yellow (kenTblli UBET Tena) CTPYKTYpbl, 06pa3oBaHHbIe TpaHC-
nnaHTaToM, Bcerga ObliM OKpalleHbl B YEPHbIA LBET, He3aBUCUMO OT
TOro, TPaHCAETEPMUHUPOBAHbLI OHU WL HET.
m B03MOXHa KNeToYHass reTeporeHHOCTb TPaHCNIaHTMPOBAHHOMO NMa-
FMHaNbHOI0 ANCKA, TaK YTO B FEHNTa/IbHOM ANCKE MOXET COAepXaTb-
€A HECKO/IbKO KNETOK, CNOCOBHbLIX (hOPMMPOBATb HOTM, HO B 0ObIYHbIX
yCnoBuax ux nponndepauns nogasneHa. [ns npoBepku 3T0ro npej-
MOSIOXKEHMS BbINI0 UCMO/Ib30BAHO PeLKOE ABIEHNE COMATUYECKOr0 KpocC-
CUHroBepa, npoucxogsliee B OTAe/bHbIX KAeTKax, CnyyainHo pacnpe-
JeNeHHbIX B TKaHW. IMaruHanbHble UCKWU AN TpaHCnAaHTauum Bbl-
Lensnu n3 NNYMHOK, retepo3mroTHbix no yellow u singed (aHomanbHas
(hopM3 WEeTUHOK). Ecnmn comaTnyeckunini KpOCCUHIOBEP, MHAYLMPOBaH-
HbllA PEHTTEHOBCKMM 06/1yYeHVEM, NPOUCXOAUT MEXAY LLeHTPOMEepO
M MapKepHbIMW reHamu, TO 06pa3ytoTCs ABe K/eTKU C pa3HbiM reHo-
TUNOM — ABOMHAasA rOMO3UroTa Mo MapkKepHbIM reHam W ABOIHas ro-
MO3WroTa no ux annensaM AUKoro Tuna. 3 MeyeHHOro TakMm Cnoco-
60M K/IOHa KMEeTOK pa3BMBAKOTCS M HOPMasbHbIE U TPaHCLETEPMUHM-
pOBaHHbIe OpraHbl, a 3HaYUT Maso BEPOATHO, YTO TPaHCAETEPMUHALMA
ABNAETCSA CNeLCTBUEM CENEeKTUBHONM NponndepaLun Kaknx-To KneTok,
HecyLLMX Apyryto nporpammy (puc. 8.8).

yjn
Puc. 8.8. TpaHcaeTepMmunHaumsa B knoHe (no: Hadom, 1967).

KNeTKn ¢ YepHbIMU AfpaMn MPUHALIEXAT K TEHOTUMY ++/ysn, KNETKU CO CBET/NbIMU SAPAMU — TEMH-
AU TOMO3UTOTHBI MO ysn. OGHapyXeHo TpaHCNeTepMUHMPOBaHHOE NOTOMCTBO BHYTPU ysn. B kauecTse npu-
Mepa noka:/aH AnddepeHLMPOBaHHbIA TECT-UMNAAHTAT C ayTo- W aNNoTUMUYECKNMN CTPYKTYpamu
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m  MOXHO 6bI710 6bl NpeAnonaratb, YTo TpaHCAETEPMUHALNS —Cnej-
CTBME COMATMYECKOW MyTalum, OfHAKO YyacToTa HabMoAaeMblX TPaHC-
AeTepMUHaLNA Ha HECKOMbKO MOPALKOB Bbllle YacTOTbl cOMaTMyec-
KMX MyTauuii (XoTs cnegyeT yunTbiBaTh, YTO B Ky/bTypax nponudgepm-
PYIOLMX TKaHel NOCNeAHSS TOYHO HEU3BECTHA).

CnepoBaTeNbHO, A€ TePMUHALMS 06YCNIOBNMBAET U3MEHEHUE KNeTouY-
HOl HacneICTBEHHOCTU Ha (DYHKLMOHALHOM YPOBHE.

Mpegnonaraetcs, 4TO KNETKW, COCTaBAAKOLME WMMarMHabHbINA
[AMCK, CNOCOBHbLI COXPaHATb COCTOSHME AeTepMuHaLuu 6e3 nsMeHe-
HWA B TeuyeHWe COTEH reHepauuil. CXofAHble CUCTEMbI W3BECTHbI U Y
MO3BOHOYHbLIX — 3TO YXKE YMOMAHYTbIE Bbllle KambOuasibHble TKaHMW.
[na obbAcHeHWA (heHOMeHa TpaHcAeTepMuHauumn 3.XafopH gonyc-
Ka/n Hannume B KneTkax “Hocutenein” getepmuHaumu (C) un addek-
TOpoB geTtepMuHaunm (E) — perynstopHbix 6€1K0B, CMOCOOHbLIX aK-
TMBMPOBaTb, MNOAABAATL WAN AepenpeccmpoBaTthb reHbl (puc. 8.9). Mme-
I0TCA TaKkXKe NPOAYKThI, KOHTPONUpPYOLWMe cneLndpruyHOCTL npoLecca
angdepeHumnposkn (D). Korga geTepMUHUPOBaHHbIE KNETKU AendaT-
cs, NPeAcyLLecTBYIOLLIME HOCUTENN AeTepMUHaLMKU pacnpesensaoTes
Nno LOYepHUM KNETKaM, B pesy/ibTaTe Yero MxX KOHLUEHTpauus BHYTpPU
KNeToK CHmKaeTcs. COCTOSAHUe feTepMUHaLUKN cTabubHO, ecim CUH-
TE3UPYOTCA €e HOBble HOCUTENN B ONpefe/ieHHOM KO/MYecTBe, KOM-
NEHCUPYIOLLEM CHUXEHME KOHLEHTpauuun. Takum ob6pa3om, MMeeTcs
paBHOBecue MeXay CTeneHblo “pas3BefeHua” MpefcyLLlecTBYHOLWNUX U
CKOPOCTbIO CMHTE3a HOBbIX (DaKTOPOB AeTepMuHauuu. Ecnm ato pas-
HOBecue cABUraeTcs B pesysibTate, HaNpUMep, UHTEHCU(UKALUN Kne-

TOYHOW nNponuepaunn, To 13-
MEHEHHas KOHLeHTpauus Ho-
cuTenelt geTepMuHaL M MoxeT
Tak NoBAMATbH Ha aeKTopbl,
4TO OHW “BbIKAOYAT” U3 YH-
KUUW OOHW TeHbl W BKAKOYAT

Puc. 8.9. OTHOWeHNE MeXAay CKO-
POCTbIO KNETOYHOro fefleHNna U CKO-
pOCTbIO CUHTE3a HOocUTenel geTepMmu-
Hauuun (no: Hadom, 1967).

J1 — HeusMeHHas KneTouHas HacnefcTBeH-
HOCTb. b — npouecc, BeAylwnii K TpaHcaeTcp-
MUHauuu. Ea, Eb —reHoTponHblie ahheKTopsl;
Ca, Cb — HocuTenu getepmuHayumn; Da,Db —
cneynduueckas auddepeHymposka. YepHble
KBapaTbl — MpeALWecTByOLNe HOCUTENN NS
JI: cBeT/ble KBaApaTbl — BHOBb CUHTE3UPOBAH
Hble HOCUTENW AN A, KPYXKU — HOCUTeNu Ans
TpaHCAeTeEPMUHUPOBAHHOTO COCTOAHUA B. eHbl
BHYTPW fpa aKTUBHbI (CBET/NbIA KBagpaT) wm
penpeccupoBaHbl (KPecTuK)
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apyrve. CUHTE3UPYKTCA HOBble HOCUTENM fLeTepMUHaLUu, KOTopble
3amellaloT npegbigywime. Tak, no 3.XafopHy, MPOMCXOAUT TpaHcae-
TepMUHaLms.

BcTtaeT Bonpoc, 3aBMCAT M 3Tanbl feTepMuHauum n auddepeH-
LIMPOBKU OT COOLITUIA, COBEPLLAKILLNXCS UCKHOUNTENIBHO BHYTPU KeT-
KW, NN UX HOPManbHOe TeYeHne TpebyeT He TO/IbKO MHAYLUPYIOLLErO
CTUMYNa, HO U NOCNeAYIOWNX MEXKNETOUHbIX B3auMogencTeuin. BTo-
poe 6b110 0TYETNNMBO NPOAEMOHCTPUPOBAHO B CXOAHBLIX 3KCNEPUMEH-
Tax K. 'po6ceTaiiHa (C.Grobstein) Ha ubinnatax u M.B.Jlonawosa — Ha
ammbusax. Kak yxe oTMmeyanoch, Jlonawos cpawmsan 2—10 MenKunx
(hparMeHTOB, BbIAENEHHbIX M3 061acTV MPe3yMNTUBHON TFOMOBHONA
Me30fepMbl paHHel racTpy/bl. SKCNaaHTaTbl M3 OAHOr0 parmMeHTa
pa3BMBa/INCL B MONEPEYHONOOCATbIE MblLLbI 6€3 XOpAbl U KaKMX-
HU6YAb APYrUX TKaHEBbIX KOMMOHEHTOB . OfHAKO NpuW COBMECTHOM
KYNbTUBUPOBaHNU 2—4 Taknx (hparMeHTOB 006pa3yeTcs KOMMaKTHas
macca, B KOTOPOW guddepeHUMpYoTCs yyacTku xopasl. KombuHayms
4—5 Takux (hparMeHTOB MPUBOAUT K 06pa3oBaHUI0 MbIWIL, XOpAbl U
anuaepMuca, nNpu KynbTuBMpoBaHUM 6—10 ¢parMeHTOB QopmMuUpy-
IOTCH MO3rOBble CTPYKTYpbl.

.B.J/lonawos npeAnonoXusa, 4To Ha CTaguu paHHel racTpynbl B
30He Oyfyuleii Me3ogepMbl NPOUCXOANT U3MEHEHMEe CBOMCTB B Hanpas-
NEHNN OT KpaeBOWM 30HbI K 3KTogepMe. Mexay 3KToAepManbHON U
Me30/[epMaJibHON KOMMEeTEHLMeR 3Tol 30HbI (T.e. CNOCOGHOCTLIO hop-
MUPOBaTb 3KTOAepMasibHble U Me304epMaibHble NMPOU3BOAHLIE) CY-
LLEeCTBYIOT OMNpefeneHHble COOTHOLWEHUS, TaK YTO YBe/indeHne 06LLe-
ro KONM4YecTBa MNPe3yMnTUBHbLIX Me304epMasbHbIX TKaHel MPUBOAMT K
(heHOMeHy “Hellpanusaummn”.

Y amthnbuii co cTagmm paHHeW Helpynbl perynsaumns MomMeHTa Ha-
yana auepeHLMpPoBKM 1 ee CNeLUPUUHOCTb ONpeaensoTcsa yXKe Ha
YPOBHE OTAe/bHbIX KNEeTOK, BbICTYMAKLWMUX KaK CaMoCTOATeIbHbIE eAu-
HUUbI, @ He BHEKNeTOYHbIMM hakTopamu. CnefoBaTeNbHO, K/IETKU
Helpynbl yxe “nporpaMMupoBaHbl” K pasBUTUIO MO OMpee/ieHHOMY
nyTu.

JETEPMUHALMA N BSAUMOJENCTBUE
TKAHEBbIX 3AKNALOK

B To e BpeMs cnefyeT OTMETUTbL elle OAWMH BaXHbIi
(heHOMEH, CBfA3aHHbIA C AeTepMuUHaumein n andhdepeHUNPOBKOA B
pa3BMBalOLLEMCS 3apOAbllle, — 3TO aBTOHOMHOCTb (4O HEKOTOPOro
MOMEHTA) CO3peBaHNA OTAE/NbHbIX €ro yacTeil, ONUcaHHas B Mpepbl-
Aywen rnase. Kak oTMeyanocb, Co3peBaHne MHAYKTOpa W pearvmpyio-
Wei TKaHM NPOMCXOAUT HEe3aBUCMMO OT OKpYXXaloWMX TKaHel 3apo-
Ablwa. B xoae co3peBaHus CBOMCTBA 3TUX TKaHel M3MEHSHOTCA B CTPOro
OnpefeneHHOM HamnpaBieHUN 1 3aKOHOMEPHO.
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Puc. 8.10. ¥YnpoweHHas cxema B3anmogcH
CTBUSA MHAYKTOpa (B) M KOMMNETEeHTHON (pen
rupytouen) cmuctembl (A).

1 — B HOpPME NOTOK MHAYLMPYIOLEro areHTa ycT-
pemMnseTcs Ha MUKe CO3PeBaHWA UHAYLUPYIOLel TKaHU
B rOTOBYI0 (KOMMETEHTHYI0) K BOCMPUATUIO WHAYKTOP»
pearupyoLLyto CUCTEMY. 2 — BPeEMs CO3pEBaHUS WHAYK
TOpa W pearvpytoLyeii CUCTeMbl PaccornacoBaHo, W b
4acTb MHAYLMPYIOLLEro areHTa nonagaet B roToBYl K
peakuiu KOMMETEHTHYK CUCTEMY, YTO MPUBOAMT K OT
KNOHEHUSM B PasBUTUN

B cBfA3M € 3TUM AN8 YCMEewWwHoro

OCYLLEeCTBNEHNS MOP(OreHeTUYECKNX

npoLeccoB HEOOXOANMO CTPOroe Co-

rnacoBaHue rno BPeMeHW CO3peBaHMA

TKaHW WHAYKTOpa W pearupyoLiei

(KOMNeTeHTHOW) cucTembl. [eicTBn-

< / Vv TeNbHO, B CUNY aBTOHOMHOIO W He-

-J \i 3aBMCMMOro Apyr OT Agpyra u oT oc-

TallbHbIX OKPYXAKLWUX TKaHen ux

co3peBaHus MopdoreHeTUYeckuii apheKT MOXET peannsoBaTbCs U

MO/THON Mepe TOMbKO B TOM CAly4yae, eCivM MUKW “roTOBHOCTU” K B3a-

MMOAEWCTBMIO MHAYKTOPA M KOMMETEHTHOW TKaHM 6ygyT coBnafjaTb

MyTauun, peanuaylouimecs B TOW UAW APYroii M3 B3aMMOAENCTBYHO-

WMX CUCTEM U CABUraloLMe Bpems UX CO3peBaHus, ByayT Bbi3blBaTb

pasnnYHoIi cTeneHn AedeKTbl B pa3BUTMM 3apoabitia (puc. 8.10; 8.11)

B cnyyae nofHOro paccornacoBaHusi BO BpeMeHW CO3peBaHUa UHAYK-

TOpa M KOMMETEHTHOW TKaHW MopgoreHeTudeckuii aphekT BoobLLe
OTCYTCTBYET.

B 60-e rogbl XX B. B HOBOCMOGMPCKOM WIHCTUTYTE UMUTONOrUKN 1
reHeTukn PAH /1..KopoukuHbim 1 O./1.BoromonoBoii 66111 NocTas-
NeHbl ONbITbl Ha ABYX pacax akcofioTnsa —uyepHoi n 6enoit. N3BecTHO,
4TO pa3INYnsa B UX OKpacke onpedenstoTcsa OgHUM reHoMm —d, moau-
h1KaTOpOM OKpackmn. XXMBOTHble reHoTMnoB DD nnn Dd — yvepHble, a
reHoTuna dd — 6enble, ¢ eAUHUYHBIMU MUTMEHTHLIMWU KNeTKaMu Ha
CrM1He.

UT06bI )XMBOTHOE CTaN0 YepHbIM, Heob6XoAMMa MUTpaLma Nog anu-
LepMnNC 0CobbIX KNEeTOK — MenaHo61acToB, KOTOpble BbipabaTbiBatOT
MUrMeHT MeNnaHWH. 3TN KNETKM NepBOHAYa/IbHO pacrnonarakTcs B cne-
UManbHOM 3a4aTKe — HEPBHOM Fpe6He Ha CMMHHON CTOPOHE 3apoAbl-
wa. CBoe “nyTewecTBne” B CTOPOHY anuiepmMmuca OHU HauynHaKT TOr-
[ia, Korga oTtyfa nocTynuT CUrHaa Hem3BeCTHOW noka Npupojbl. PaHb-
Le npeanonaranu, Yto “6enbiin” annaepMnc yTpaymBaeT Cnoco6HOCTb
BblpaboTaTh TaKol curHan. Ecnn 3apodbiy 6en0i packl TpaHCNAaHTH-
poBaTb KyCOYeK anuaepmuca oT 3apofbllla YepHOM packl, TO NOA4 HAM
obpasyeTca NMUTMEHTUPOBaHHOE NATHO (puc. 8.12), MOCKONbKY CMno-
COB6HOCTb K Nepefjaye Takoro CUrHana BocctaHaBnuaaeTcs. Ho .4ns Toro
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O6pasoBaHue
VmMnnaHTaums,
pocT BHyTpeL}':lHeVI 9KCT PasMBPUOHaNBbHOM

! 3KTOAEPMbI
KneT04HOI Macchbl

PassuTune
TpodobnacTay
sHgofepma >
PanHnii
aiiLesoii
bnacTouncT LNANHAP .
LinanHgp aiua

PocT
UMAMHApa
Anua

Mo3aHun
ANLEBON LuanHap

O6pasosaHie
—  NpUMUTVBHON
nonockn

O6pasoBaHiie HOTOKOP/bI,
HeBpanbHOW TPy6KM, COMUTOB

3M6pKoHansHas
nnacTuHKa

CdhopmupoBasLumiics
MOPUOH

Puc. 8.11. BnoknMpoBaHuWe pasBUTUA Ha pasHbIX CTagMsax ambpuoreHesa annenamu
nokyca Ty mbiwn (no: M.BeHHeTYy)

4TO6bI BblfaTb TAKOW CUTHaN, aNMAePMUC LOMKEH JOCTUTHYTbL onpe-
[leNeHHOW CTeNeHN MONEKYNSPHOro “co3peBaHus”. OKas3anocb, YTO y
3apojblllein 6en0i pacbl aKCONOTNEA CNOCOOGHOCTb K BbIPaboTKe MH-
LyLUMpPYIOLLEro curHana B AeNcTBMTENIbHOCTM He yTpayuuBaeTcs, HO 3a-
[lep>X1BaeTCA Co3peBaHue anuaepmMuca n curHan sanasgbisaet. osto-
My NMULWb OTAENbHblIE MeNaHo6MacTbl “HEOXO0THO” MUTPUPYIOT M 06pa-
3YHOT HeBOMbLUME CKOMIEHUA MUTMEHTHbIX K/IETOK Ha CMIMHHOI CTOPOHE
3apofbllia. bonbluas YacTb Tena 0CTaeTcs HeoKpalleHHOW. buoxumu-
YyecKue nccrnefoBaHUA snuaepmuca NOLTBEPXKAAIOT 3a4epPXKKY ero co-
3peBaHus Yy MYTaHTHbIX 3apofbllleil. B 4acTHOCTU, OAUH K3 n30dep-
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Puc. 8.12. Pe3ynbTaTbl ONbITOB C TPaHCMNAaH-

Tauuen anugepmuca oT 3apoibllueli YepHbIX aK- Puc. 8.13. OnbITbl C COBMELLC
conoTneli 6enbim (no: KopoukuH, Boromonosa, HWEM BPEMEHM CO3PeBaHUA MHNYK
1968). Topa U KOMMNEeTeHTHOM TKaHu (no:
1,2 — Genble aKCONOTN B BO3pACTE 4 Mec, KOHTPONLHLIG0roMon08a, KopoukuH, 1970).
nepecagku; 3, 4 — 10T Xe AOHOP BbigepXxunsann B pacTBope n— KOHTPO/IbHbIE 3apOofbllUN aKco

FoneTdhpeTepa, cofepxkallemM aKTUHOMULMH; 5, 6 — BOHOD  joTneld Genoii NMHUM Ha cTaguax 39—40
BbiAepXMUBann 24 yaca B pacteope lonbTdperepa ¢ aKTUHO- Ha 1x 6OKOBOW MOBEPXHOCTY OTCYTCTBYIO!
MULMHOM; 7 — 3apo/blll aKCONOTNsA Ha 39-i cTagun passu- MATMEHTHbIE KNeTKU. B — pesynbTaTbl
Tna. KoHTposnbHas nepecagka; 8, 9 — 710 e, TpaHcniaHTar TpaHcnnaHTaLmMmu NpesyMnTUBHOTO anuzep
npeABapuTensHO 06paboTaH aKTUHOMULMHCOAEPXKALLUM pa- Muca oT 3apofbllleit 6en0i NMHWUKM Ha cTa
CTBOpPOM B TedyeHue 1 4aca. W3 pucyHka cnegyet, uTto Ans Ansix 34—35 K 3apogbiiaM TOW e MHIN
NpOABNEHUA HOPMaNbHON MHAYLMPYHOLLE cCNOCOBHOCTN 3anun- Ha CTagusix pasBuTUs 25—26. 3apogblwuin
AepmMuca Heo6X0ANMO akTUBHOE (hYHKLMOHMpOBaHus JHK. 3a(MKCUPOBaHBI Ha CTaausx 40—41. B mec-
Bnokaga TpaHCKPUNLN aKTUHOMULIMHOM BEAET K yTpare aToi Te TpaHCNNaHTaTa pasBuiach NUrMeHTaLum
CMOCOBHOCTM, Tak YTO B 3KCMEpPUMeHTe nony4aeTcs (eHo-

(nokaszaHo cTpenkamu)
Konusa “6enoro” anugepmuca

MEHTOB naktatgerugporeHassl (J1IAI) nossnserca B anugepmuce 6¢
NON pacbl “He BO-BPeMS” — MO3XKeE, YeM Y KOHTPO/bHbIX, HOpPMasb
HbIX 3apOAblLLEN.

B skcnepumMeHTe yaanoch “cCoOBMECTUTL” BpemMs CO3peBaHna MHAYK
Topa (B faHHOM Cflyyae 3anuAepMmca) ¥ KOMNETeHTHON TKaHu — mcH
NaHo6/1acTOB HEPBHOrO rpebHs — MyTem TpaHCNaaHTauuii Kycoukou
anugepmuca 0T 3apoAbllleli 6e0i packl M PasHOro Bo3pacTa 3apofpbl
LlaM TOI e pacbl, HO TaKXe pasHOro Bo3pacTa. B psge onbiToB 6bin
“noiimaH” BO3pacT TpacHNAaHTaTa-UHAYKTOpPa U KOMMETEHTHON TKa-
HW, TaK YTO CO3PEBAHME KAXKA0ro M3 HMX COBMELLaeTCs U NMPUXoAMTCS
Ha “BbICLUYIO TOUKY”. B pe3ynbTaTe Npu TpaHcnnaHTauuy snugepmmuca
6enoii pacbl GenbiM >Ke 3apojbllliam Npoucxoauna Murpauus MenaHobnac
TOB B 30HY TpaHcniaHTaTa W BO3HWKaNO0 NUITMEHTUPOBAHHOE NATHO,
KaK W B CMydae TpaHcnaaHTauun ‘“4epHoro”anungepmuca’ (puc. 8.13).

CnesyeT OTMETUTL, YTO 3HAYEHUE BPEMeHHbIX MapaMeTpoB B reHe
TWYECKON perynsiuunm MHAMBUAYANLHOrO PasBUTUA ObIIO NOAYEPKHY-
TO O4HUM W3 POLOHAYa/IbHUKOB (heHoreHeTukn P. FonbAlLIMUATOM 1
3atem pa3suTo B Pocum V.U .LLmanbrayseHom (puc. 8.14) B cTpoliHYt0



Puc. 8.14. ViBaH MNBaHoBNY LUmansb-
rayseH. KpynHeidwmnii poccuiickmin cne-
LumanucT B 06n1acTn cpaBHUTENbHOW 300-
nornm n amépuonorun. AKagemuk.

ABTOpP KNacCcUM4Yeckux WccnesoBaHWil LenocT-
HOCTU OpraHuW3ma B WHAMBUAYaNbHOM W WUCTOPM-

Puc. 8.15. AMUTpMiA KOHCTAHTUHOBUY
Benses. Bblgalowninca poccuiickuii reHe-
TUK. AKafeMUK.

ABTOp KNacCUYECKNX IKCMEPUMEHTOB MO U3Y-
YeHMI0 PONN TeHOPErynMpyeMbiX KOppensLmoHHbIX
CUCTEM B npoLiecce AoMecTUKaLuu. MpuHUMan ak-

TUBHOE y4yacTue B BO3POXAEHWU TEHETUKU B Ha-
weii ctpaHe. Bmecte ¢ akagemukom H.M.Ay6uHu-
HbIM OpraHu3oBan WHCTUTYT LWUTONOTMM W TeHe-

KOHLLEI'ILI,I/II'O KOppe!'IﬂLl,I/IOHHbIX cu- VKM Cwnéupckoro OTgeneHns AH CCCP. Mog ero
PYKOBOACTBOM 3TOT WHCTUTYT CTan OAHUM U3 Be-
CTEM B PasBUTUN. PaCI'Ia,EI,, OE3NHTEI - pywux reHeTuueckux yupexaeHnit mupa
pauna nofoOHbIX CUCTEM MOXET
COMpPOBOXAaTbCA CBOe0bOpasHbIM B3pPbIBOM (POPMO06Pa3oBaTesibHbIX
MPOLIECCOB W C/OXHOI MEepPecTPOiiKO MHOTMX CUCTEM OHTOreHesa.
TUNUYHBIM CNyYaeM Takol Le3nHTerpaLmMm KoppensiyMoHHbIX CUCTEM
ABNAETCA AOMECTUKALNA XXUBOTHbLIX, U3yyYeHHasa cHavana .. LWmanbk-
rayseHom, a 3atem [.K.bensebiM (puc.8.15). MyTauumn, nposBnato-
Lmeca B npouecce oMecTukaumm (B CBOEM BOMbLLIMHCTBE HaKOMJIEH-
Hble paHee, HO He pPacnpoCTpaHMBLUMECSA B MONYAALWUM B CUIY Masol
YKM3HECMOCOOHOCTM 6ONMbLIMHCTBA MYTaHTOB B €CTECTBEHHON 06CTa-
HOBKE), B YC/TIOBUAX WX PA3MHOXEHWUA U pasBUTUS MOA OXPaHoi yeno-
BEKa [eCTBYIOT Ha YPOBHE KOPPENSALMOHHbIX COOTHOLLIEHWA. [pn aToM
CYLLECTBOBaBLUME KOPPENALUN YacTo TEPSAIOTCS, a B3aMeH YyCTaHaB/n-
BalOTCA COBEPLUEHHO HOBble. Tak, pa3BUTME XOX/a U MepPbeB Ha Horax
Y Kyp, a TakxKe KypArKa y oBel, 06yc/noBneHo AeCTBUTE/bHO HOBbIMM
Koppenduuamun. V.M.l manbray3eH paccmaTpuBaeT pefyKuuio opra-
HOB KakK /10Kann30BaHHbIN pacnaj KoppensumoHHbIX CUCTEM, a aTa-
BU3M — KaK /IOKa/IbHY0 [e3nHTerpaluio, B OCHOBE KOTOPOW nexar

YeCKOM pasBuUTUM n
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1 [Mepuon, aKTUBHOCTMU.
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Puc. 8.16. Cxema pefyKuuW opraHa npu casurax (reTepoxXpoHMAX) B UHAYKLUOH-
HOW cucTeme (no: LmanbrayseH, 1938).

1— HopmanbHOe pa3BMTMe OpraHa y npefka: A —akTuBaTopbl (MHAYKTOPbI); R — peakTopbl (peLento
pbl UHAYKTOPOB); aKTUBMpYyloLWas cuctema; RS — pearupytowjas cuctema. 2 — Hefj0pasBnuTe opraHa
(pyauMeHTauma) y noToMKa BCNeACTBME CABUIOB (3ano3faHWil B pasBUTUM peakTopa) B OCHOBHON WHAYK
LMOHHO cucTeme, onpefenstoleil JeTepMUHaL MO opraHa

CLOBUIM BO BPEMEHM HAcTynneHWs (opmoo6pasoBaTefibHbIX peakuunil
(puvic. 8.16).

Ou4eBWAHO, COBLITUS TAKOrO PoAa MOryT UMeTb CYLLLECTBEHHOE 3BO-
NIOUMOHHOE 3HAYeHUe, KOTOPOe PacCMOTPEHO B TPMHAALATOW rnase.

PeKoMeH/yemMyto IUTePaTypy 1 BOMPOCHI A4N1s MOBTOPeHus cM. B [/1aBe AeBATOV.



naBa geBaTtas

OETEPMNHALUVA U ANOPOPEPEHLIMPOBKA
B MOJIEKYNAPHO-TEHETUYEKOM
OCBEWEHNW

KAK COOTHOCATCA AETEPMUHALINA
N ANPOEPEHLUNPOBKA?

OnddepeHupoBKa KNeTKu ABASETCA peanusaunein Toi
nporpaMmMbl, KoTopas Oblia HaMeyeHa B Xofe fLeTepMuHaLuK, U ee
nepeasi ctagus, o6o03Havaemasi Kak npegancepeHUpoBKa, Nepekpbl-
BaeTCcA C MocCneAHein, TepMUHANbHOW CTagueli geTepMuHauum (puc.
9.1). B 3TOT Nepunof KfeTKa eLle coXpaHsaeT CnocoOO6HOCTb K MUTOTUYEC-
KOMY fefleHU0, cneyupuyecknx CUHTE30B He OBGHapyXUBaeTcs, HO
3aT0 aKTMBHO “cTpouTca” Hecneuuduyeckas cucTema CuHTesa 6en-
KOB — 3HJoNnnasMaTu4eckunii peTukynym, annapat [onbaKu, MUTO-
XOHAPUK: Befb AnddepeHLMpYOLLanca KeTKa NpoayuupyeT 3Hauu-
Te/lbHblE KOMMYEeCTBa cneumpuueckmx BeLecTB, a AN 3TOro Heoo6-
XOAWMMbl COOTBETCTBYHOLNA “Me HU3M” U UCTOYHUKKN 3Heprun. Ha
cnegytouleid ase, MMeHyeMO Kak npoToanddepeHUMPOBKa, CNoco6-
HOCTWU KNETKW K LeNeHuto or-
paHn4ynBaroTCA, B Hell o6Ha- cNTUMDUUYEC X  BESIKOB----------------~ *
PY>XWBAKOTCH CNefoBble KOMU-
yecTBa cneymgmnyeckoro npo- MpoavibepeHLypoaHoe
OyKTa (Hanpumep, WHCYNMHA coCTOsHIe
B K/leTKax OCTPOBKOB JlaHrep-
raHca), T.e. aTa (pasa 3HameHy-
€T Hayano cneynpuyecknx
CUHTE30B, XMMUYECKN Xapak- MpoAUdIbepeHUMPOBaHHOS
TEPU3YHOLLMX NPUHAANEXHOCTb cocTostHye(cTagus 1)
[JaHHOWN KNeTKW K onpefjeneH-

HoMy Tuny. llocne 3Toro oHa

BCTynaeT B CTafMi0 COOGCTBEH- » [cbbepeHLpoBaHHoe
no AanddepeHLUpoBKM, Korga | coctosme (cTaana!)
MOMIHOCTLIO YTPauMBaeTCs Cno- ~

T
rree

X

1
I
Y )

[JeduHntBHAA
Puc. 9.1. dasbl KNETOUYHOW And- KOHLeHTpauus(cTagus L)
hepeHUpPOBKMN
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COGHOCTb K nponugepauum 1 pe3ko BO3pacTaeT KOHLEeHTpauus cre-
ungunyeckoro npoaykra. “MawinHa” 6eNKOBOr0 CUHTE3a HauMHaeM
paboTaTb Ha NOMHYK MOLWHOCTb. 3aBepLUaeTcs BeCb NPOLECC Tepwmbl
HanbHOM ANEPEHLIMPOBKONA, XapaKTePM3YIOLLEACS BbIXOAOM Ha MWK
CMHTe3a crneyudpunyeckoro nNpoaykTa u “obpeTeHrem” BCcex MpuU3Ha
KOB, CBOMCTBEHHbIX PEHOTUNY JAaHHOW KNETKW.

MockonbKy anddepeHUNPOBaHHbIE KNETKW YTpayuBaroT CNocob-
HOCTb K PasMHOXEHWIO, B KaXOW TKaHW CYLLEeCTBYET TaK Ha3blBae
Mblii KaM6unanbHbIi pe3epB, COCTOAWMIA W3 KNETOK, COXPaHMBLUUX
CNOCo6HOCTb K feneHuto. bnarogaps 3TOMy pe3epBY MOMOJHSeTCA
“thoHA” audhepeHLMPOBaHHbIX KNETOK B Cyyae rmbenn Kakom-to mx
yacTu. K gaHHOMY pe3epBYy MpUHaA/IeXaT v HeJaBHO OTKPbIThlE CTBO-
noBble KNeTKu. OHKN NOABNSAIOTCA YXKe Y paHHUX (CTagns 61acToumcTbl)
3M6PUOHOB (3MOpUOHabHbIE CTBONOBLIE KNeTkn — ESC). B aTOT ne-
pvog ESC TOTUNOTEHTHbI, T.e. CNOCOGHbLI AaBaTb M0OLIE MPOU3BON
Hble —3KTO-, 3HTO-, Me30fepMasbHble. B TKaHAX B3POC/IOr0 OHW My/lb-
TUNOTEHTHbI, T.6. CMOCO6HbI JaBaTb MHOFO PasHbIX KETOUYHbIX TUMOB,
HO He Bce (pervoHasnbHble CTBOJIOBbIE KeTKU). CTBOMIOBbIE K/ETKW HEO-
XUAAHHO 419 MHOTUX GbiNN HaligeHbl U B Mo3re. TaM, KakK U B Apyrux
TKaHSX, OHW CNOCOOHbLI BOCMONHATL AeeKTbl, CBA3aHHbIe C rMbesbo
HeilpoHOB. CTBO/0Bble 3MOPNOHASNIbHbIE HEPBHbIE KNETKW CMOCOBHbI
anhepeHLPOBaTLCA He TOMbLKO B HEMpa/ibHOM, HO U B ApPYrMX Ha
npaBfeHNsaX, CNEKTP KOTOPbLIX A0 KOHL He BbISICHEH. VIX MOXHO BbIfi-
BUTb Ha FMCTO/IOTMYECKUX MpenapaTtax C MOMOLLbH UMMYHOTMCTOXM
MWYECKON peakLMmn Ha CUHTE3NPYIOLWNIACA B HUX cTaguecneunduyec-
Kuii 6enoK HecTUH. B xoae cBoel auddepeHLUUPOBKU OHU Mpoxoas!
psg cTaguii. MepBas M3 HUX —CcTaaus KneTku-npapogutens {progenitor
cell), koTopas xapakTepusyeTcs CUHTe30M Oefika BUMEHTWMHA W CMO-
cobHa pa3BMBATLCA TOMLKO B HEMpasibHOM Hanpas/feHUW, Kak B Ha-
npaefieHUn HelipobnacTa, Tak ¥ B HanpasneHUW ranobnacta. Cnegyto-
Wwaa gasa orpaHNYeHUs NPOCNEKTUBHbLIX NOTEHLWIA CTBOSIOBON KieT-
KN — KneTKa-npeawecTBeHHUK (precursor cell). OHa cnoco6Ha
anddepeHLnpoBaThCs TONbKO B OAHOM HanpaBfeHUn —nnmbo Helpo-
Ha (Heilpo6nacT, cneunM@uueckn cuHTesmpyLwmii 6enok 6eta-Tyby-
NWH) NM60 TrAnanbHOM KNeTku (rnnmobnact, cneyundunyeckn CuHTe-
3VPYIOLWNIA KUCABIA TAnanbHblii GubpunnnapHbliii 6enok — GFAP).

KAK MOXXHO CNEANTb 3A AKTVBHOCTbIO TEHOB
B ANGPEPEHLUMPYIOWENCA KNETKE?

YTo Takoe nsoepmeHTbI?

Kakve MOnekynsipHo-reHeTuyeckue coObITUS NexaT u
OCHOBe feTepMuHaLMuU 1 AngdepeHUMpPOBKU? Ecan OTHOCUTENBHO
AndhepeHUMPOBKM CUTyauma 60nee UM MeHee sicHad, TO Mpouecc
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JeTepMUHALUKN C 3TOM OTHOLIEHUN OCTaeTCs MO-MPeXHeMy B 3HaYU-
1e/IbHOM CTeneHu TaMHCTBEHHbLIM. CBA3aHHbIM C 3TUM KPYr BOMPOCOB
yo6Hee BCEro pacCMOTPEeTb HA KOHKPETHOW 3KCMepuMeHTaNbHON MO-
Jenv. OYeBUAHO, ANA UCCNeA0BaHUS CYLLHOCTU AeTepMUHaLnm n gudg-
(hepeHLMPOBKM Ha MOMIEKYNIIPHOM YpOBHE Heobxoaumo mmeTb: 1) re-
HETMYECKN KOHTPOMMPYEMbI NPOAYKT; 2) KOAMPYHOLWMWiA ero reH; 3) oj-
HOPOAHYIO CUCTEMY KNETOK, CUHXPOHHO €ro CUHTe3upylowmx, aabsbl
NCKMIOUYNTL NPUMECU KNETOK, An((epeHUNpYOWMXCA B APYIOM Ha-
MPaBfeHUn N CUHTE3UPYIOLWUX APYTMe NPOAYKTbI.

B03MOXHOCTb CnefuTb 3a PYHKLMOHUPOBAHWEM FEHOB KOCBEHHO,
Mo NOSIBNEHMWIO UX NPOAYKTOB, BrepBble NOABUIACL NOC/E OTKPLITUS B
1958 r. K.MapkepTtoM 1 H.Mennepom n3ohepMeHTOB 1 AOKa3aTebCTBa
MX FeHeTUYeCcKoW npupoabl, npoussegeHHoro Y.LWoy (puc. 9.2). Map-
KepT 1 Mennep caenanu cBoe OTKpbITUe ciy4valiHo. OHKM 13yyanu noc-
Nef0BaTeNIbHOCTL NOABMEHNS Pa3MYHbIX (hpakumii 6eka B OHTOTeHe-
32 MNEeKOMUTAaKoLWMUX C MOMOLLLIO 3/1IEKTpOdOpe3a B KpaxManibHOM rene
W peLnnn aeHTUGOULUPOBaTL pa3inyHble hpakLmm ¢ TEMU UAN UHbI-
MU PEPMEHTAMM, UCNOJb3YsA HOBbIE N0 TEM BPEMEHAM MeTOAbl MMCTO-
XMMMUYecKoi oKpacku. KakoBo >xe 6bil0 UX yYAUBEHMe, KOFAa OHMU,
OKpacuB OfHY U3 anekTpooperpaMmM Ha nakratgermgporeHasy (J14r),
06HapPYXXWUNKU, YTO MOMOXUTENbHYIO peakLuio JaeT BOBCE He OfHa, a
LeMbIX NATb 6eIKOBbLIX (hpakunin. ITn dhpakumm 1 6blan Ha3BaHbl U30-
thepmeHTamMm (M303H3MMaMK, 1303Mamu). MepBoHavanbHO Nog n3ogep-
MeHTaMu MoHUManu Nobble MHOXECTBEHHbIE (DpakL MM OAHOro 1 TOro
Xe (pepMeHTa, BbIAB/IEHHbIE B OAHOM U TOM e opraHu3me. OfHaKo
nckope nocne atoro Y.Loy, reH*ruk ns Texaca, 06Hapy>Xun MyTaH-
Ta no /1A n gokasan reHeTUYeCKUi
MexaHu3M MOABMEHNA NATU (paKLnii
)Toro chepmeHTa. OKaszanocb, YTO MO-
nekyna 1A —TeTpamMep, COCTOALLNIA
13 4BYX TUNOB cybbeanHuy — M un H.
OHUW KOAUPYHOTCS OTAENbHLIMU FeHa-
MU, I0KaIN30BaHHbLIMU B pa3HbIX XPO-
mocomMax. M-cy6beamHmua npeobnaga-
€T B COMaTMyecKux Mblwuax (oTcroga
N HasBaHue: muscles — MblWwybl), a
11-cy6bveanHmuya — B cepaue (oTcroga
Ha3BaHue: heart —cepaue). 3T cyobe-

Puc. 9.2. Yapns Loy (CHUMOK caenaH B
HoBocnbupckom akagemropogke B 1969 r.).
Bbigaowmniica aMepuKaHCKUn reHeTUK, OANH
13 cosgaTteneli reHeTUKN N30(hepPMEHTOB.

MepBbIM f0Ka3an reHeTUYecKylo npupoay hopmu-
poBaHus n3ohepMeHToB. OCHOBaN CneunanbHblid XypHan
“Biochemical Genetics”, nocBALeHHbI 3TOW npobneme
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Puc. 9.3. 9nekTpodope rpamMmma, NoKasblBatoLLUM

(+) NonoXeHue Nonoc ¢ nohepMmeHTamu nakrargerng*
NAr-7  «m» 84 c 61:;KMHM o poreHasbl (no: MapkepT v YpwnpyHr, 1973).
NAar-2 y éq 4 | — natb n3odepmeHToB JIAT, pasgeneHHbIX C NOMOLLAL

anekTpoopesa B KpaxmanbHOM rene. MonoxeHne Kaxzgoi no

N0Cbl MOXHO YCTaHOBUTb MyTeM FUCTOXMMMUYECKOrOo OKpaLlH

NAr-3 - <Noa2s2 BaHus Ha NIAT wnu Ha Genkn. Camblil 6bICTPbIA M30(epMNM
o6o3HauaeTca JIAM-1, OH cOCTOMT M3 yeTbipex H-cybbeanHuy

nar-y Azl (ux nHorga o6o3HavaloT B). Camblii MeaneHHbI n3othepmnu
NAC-5 cocToMT K3 YeTbipex M-cybbefuHuy (Mx nHorpa o6o

nar-5 A4 3HauatoT A). Il —ecnu cmecb Beex NATU U30(hepMeHTOB 06pulio
Crpr— » Cy6beayHLIbI TaTb MOYEBUMHON, GnoKMpytoLLeil Ux accoynayuio Apyr ¢ apy

A roOM, TO BbIIBNIAKOTCA NN b ABE NOOCHI

Q]

OVHULbI MOTYT 00befJMHATCA B TETpaMepHY0 MONeKyny B NH060M co

yeTaHWK, TaK YTO B KOHEYHOM CYeTE MOXET 06pa3oBaThbCs NATL TUMOU
coyeTaHuih Takoro poga: HHHH, HHHM, HHMM, HMMM,
MMMM (punc.9.3). NMockonbKy cybbeanHuuybl JIAT HECKONbKO OTAK

YarTCA MO0 aMUHOKUC/IOTHOMY COCTaBy, @, CNef0BaTe/lbHO, U MO 3/1eK-
TPUYECKOMY 3apagy, TeTpamepHble MOMeKynbl, pasfnuMyaroLimecs Mo
cocTaBy CybObeAMHWL, XapakTepu3ylTca pasHON anekTpogopeTnyec-
KO MOABMXXHOCTLIO, UTO M BblpaXaeTca B MOSABMEHMW NSTU M30gep

mMeHTOB J141". JTakTaTAeruaporeHasa fAsnseTca LOCTATOYHO NHTEPECHbLIM
(hepMeHTOM, MOCKOJIbKY WIpaeT BaXKHYK pofib B INIMKOMNU3E, KaTaiu

3npyst 06paTUMyo peakuuto:

CH,- CH - COOH + HAL -» CH ,-C- COOH + HAJH + H\

I W

OH

MO/No4HaAa KNUcnoTa

0]

nnpoBuHOrpagHaa KuMcnoTa

EcTecTBeHHO, nsoepmeHThl JIAT B NepBytO oYepefb UCCnefoBanu
Ha npefMeT 3KCMpeccun B OHTOreHese, npeanosaras, 4to fno pacnpe
[eNeHNI0 aKTUBHOCTMN CPeAn HUX MOXHO CYAUTb 06 aKTUBHOCTU COOT-
BETCTBYIOLIMX FeHoB. Kak Mbl yBUAUM, 3TO He COBCEM TakK, OfHaKo
n3yyeHve AUHaMUKW KU303MMHOro nattepHa JIAI B OHTOreHese no
3BOJIM/IO BbIABUTb BPEMEHHYIO M NPOCTPAHCTBEHHYIO CNELUPUKY 3TOro
natTepHa. B aMBpuoHanbHbIX TKaHAX MbIK nNpeobnajaet MeaneHHbIR
nsoepmeHT SI4-5. dnsmnonornyeckn 3To 06bLACHAETCA, NO-BUANMO-
My, TeM, 4To J1IAM-5 MOXeT UHTEHCMBHO (PYHKLMOHUPOBATb B aHa3-
POGHbLIX YCNOBUAX, XapaKTepHbIX, Hanpumep, AN 3MOPUOHANIbHbIX
TKaHel WAW CKeNneTHbIX Mbllwl,. Ee akTMBHOCTb MaKCMManbHa npu Tex
KOHLEHTpauusax nupysara (cybecTpaTa), KOTopble MHIMGUpytoT J1410-1
OueBupgHo, npeobnagaHue S1AM-5 gomkHo obecneynmBaTb ObICTPOE
npespawieHne nupysaTa B fakTtat W, cfiefoBaTe/lbHO, MPUBOAUTL K
KWCNOPOAHOW 3a[J0/IKEHHOCTM B aHA3POOHbIX YCN0BUAX.

OfHaKo B HEKOTOPbLIX CKEMNETHbIX MbIWLAX MIEKONUTAaKLWNX, Ha-
npumep B KambasoBUAHOW, BbISBIEHO TaKOe XXe pacnpefeneHne nso-
thepmeHToB JIAI, Kak B CEpAeYHON. DTOT (haKT 06BLACHSETCA TEM, YTO

174



CKeneTHas
Puc. 9.4. Cxema nameHe- Mouka MblLA

HuA cnekTpa J14T B xoge (-I)
pasBUTMA TKaHeW Mblwun 7
(Ho: Markert, 1963). 2

3amMeTHO, 4TO 06pasybl u3Me- 3
HAKTCS HECUHXPOHHO. Llugpbl no 4 LLILLILLS WK
ocu abeuymce — AHU fo (— wam
nocne (+) poxaeHus

Hi — T H

-5 -1 +7 +J 412 421 B3pocnblid. ~3 B3pocnblii
Takve MbllLbl cogep- Kenyaok Aabik
aT B OCHOBHOM Kpac- )
Hble BO/IOKHA, FNaBHast wiuxee
h13nonormyeckas posb % —
KOTOPbIX 3aK/o4vaeTcs It
WNOAAepXaHUM onpe- . . — KN W

[eNeHHOro NonoXeHuns
Tena n KoTopble BCea-
CTBME 3TOr0 CrnocobHbl 0CTaBaTbCA B COCTOAHUWM 6Onee WU MeHee
LNUTENBHOMO COKpaLleHus.

Mo mMepe KNeTOYHOI 1 TKaHeBOI AngdepeHLMPOBKN HabnoLaeTca
MOCTOAAHHbLIA CABUT B CTOPOHY J1AI-1, 3aTparvBatownii pasHble TKa-
HW B pa3Hoil cTeneHn (puc. 9.4). Hanpumep, B antdepeHUMpPYOLWNX-
CA CKeJIETHbIX MbILWLAX U B NEYEeHU 3TN U3MEHEHUSA HE3HAUYUTENbHbI U
NAr-5 npeobnagaet v B 3aBEPLUMBLLEN CNelnanu3auuto TkaHu. B cep-
[EeYHOW MbIlWLe, HAaNpOTKB, OTYET/IMBO BbISBMSETCA NEPEXOM OT Crek-
ipa ¢ npeo6nagaHuem S14I-5 K CNeKTPpy € HaMBbICLLIEA aKTUBHOCTbIO —
NAr-1. 910 nmeeT, no-BuMAM?MOMY, BaXKHOe MeTabonmyeckoe 3Hade-
Hue. TOCKONbKY BOCCTAHOB/IEHME MUpYyBaTa B flaKTaT, Katanusupye-
moe N1AI-1, cylecTBeHHO UHIMOUPYeTCS YXe HeOO0NbLUUMMN KOHL,EeH-
TpauMaMu nupyBsaTa, NpejnonaraeTcsd, 4YTo B TKaHW, 60ratoi atum
n3o0hepMeHTOM (Hanpumep, B CepALE), HE MOXeT NPOMCXOANTb Bblc-
TPOro HaKOMMEHUA NakTata U MOXHO OXWAATb MONHOrN0 OKWUCNEHUSA
rN110KO3bl Yepe3 LKA TUMOHHON KUCNOTI.

EcTecTBeHHO, BO3HMKalOT BOMPOChI:

e CBs3aHbl N U3MEHEHUA crieKTpa n3ogepmeHToB JIAI (M aKTUBHO-
CTW COOTBETCTBYIOLMX FEeHOB) C BbIXOAOM AuUhepeHUMpyoWwmxcs
KNeToK U3 MUTOTMYECKOro LuMKna?

e Pa3nnualoTcd N 3TU M3MEHEHUA B KNETKaX, MPOUCXOAALMX W3
pasHbIX 3apOfbILLeBbIX IMCTKOB?

e OTpaxarTca N Ha HUX BUOBble OCOGEHHOCTU WHAMBUAA?

Kak okasanocb, Ha BCe TpW BOMPOCA MOXXHO OTBETUTb MOJIOXMU-
TeNbHO. B 4yacTHOCTW, NOKa3aHo, YTO B Nepuofs UHTEHCUBHOW KeTou-
HOW nponudepaynn akTMBHOCTb JIAT GbICTPO CHUXKAETCA Nepes Kax-
AbIM feneHneM KneTkn. KonebaHus akTUBHOCTM (hepMeHTa Npoucxo-
OAAT rnaBHbIM 06pa3om 3a cueT cybbegumHuubl Tuna M. [obaBneHue
(huToremMarrlOTUHUHA K KY/ibType IMMQOLNTOB U rPaHyNoLMTOB Bbl-

S5 H w o= B3pocnblii ~5 412 +21 B3pocnbiii.
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3bIBAET yepe3 4 vaca NPOMOPLMOHaNbLHOE YBENNYEHWE COAepXaHus
nonunentuga M. AkTuBHocTb JIAT, Kak n paga apyrux (hepMeHTOoB
(bymapasza B KB-kneTkax, 4eOKCULMTUANH MOHO(OCHaTAe3aMMHa3a,
TUMUAMNATKMHA3a B ONyxonesBbiX HelLa KneTkax, OpHUTUHTPaHCaMm-
Ha3a B MEYEHOUHbIX KfeTKax, r/1t0Ko30-6-ochaTaerngporeHasa B
onyxo/in renatome), Konebsetrca B TeyeHWe KMETOUYHOro LMKna, foc-
TUras nuka B KOHUE S- unm paHHeit C,-hasbl. KonebaHus obycnosne-
Hbl CLBUIOM B COOTHOLLEHWUW CKOPOCTER CMHTEe3a 1 pacnaja cybbesm-
Huy A6, Tak Kak akKTUHOMUUWH (MHTMOUTOP TPaHCKpUNLUUWM) He
OKa3blBaeT BAUAHWUS Ha TeyeHWe npouecca. TOYHO Takue Xe Koneba-
HWUA B KOHLEHTpauuu cyobeauHuy, M HabnogaloTecs B KynbTypax cKe-
NETHbIX W CepAeYHbIX MbIWL, in vitro. B TakMX yCf0BMAX OTMeyaeTcs
MOCTOSIHHOE YBe/fn4yeHWe cofepXaHve nonunentunga M-tuna. Cxog-
Hble 3aKOHOMEPHOCTU (CHMXeHMe akTuBHOCTK J1AT B nepmog nponu-
(bepaumm 1 3aTem MOCTeMeHHas nepecTpolika crnekTpa M3o(epMeH-
TOB) 06Hapy>xeHbl B.N.MutawosbiM 1 J1.N.KOpOUKUHbIM Npu pere-
Hepauuy ceTyaTkuM TPUTOHA U3 NMUTMEHTHOTO 3NUTENNA U B YCNI0BUAX
Llesioro opraHusma.

Takum 06pa3oMm, BbIXOZ KNETOK U3 MUTOTUYECKOrO LMKa 1 BCTYN-
neHune ux B hasy andhepeHLMPOBKN CONPOBOXKAATCA ONpeaeneHHbIMM
N3MeHEHUAMU B akTUBHOCTW J1AI" 1 COOTHOLUEHNN COCTaBNAOLWMNX ee
cy6beaMHML,

3TN M3MEHEHUs MOTYT AMBEPTreHTHO pa3BMBaTbLCA B CTOPOHY Mpe-
obnagaHus konmyectsa M- unm H-nonunenTtuaoB B 3aBUCUMOCTU OT
ocobeHHocTel guddepeHuMpytoLLelica TKaHW. Ha 3To pa3BuTne mMoryT
OKasaTb B/IUAHUE 0COOEHHOCTW 3apOfbILLEBOro fINCTKa, U3 KOTOPOro
NPONCXOAMUT AaHHasa TKaHeBas cucTemMa. Tak, C MOMOLLb UMMYHOTW-
CTOXMMWUYECKMX METOAUK MOKa3aHO, YTO Y 3apOAbllleli KpbiCbl MaTe-
pran me30fepMbl COAEPXMNT 6oMblUe CybbeanHML TUNa M, YeM 3HTO-
n akTogepma (puc. 9.5).

MoyeyHble KNYy6OUKM, KaK 1 ME3EHXMMa, U3 KOTOPOi OHU (hopMu-
pytoTCa, MMET OTHOCUTENbHO HU3KYH 06yt akTMBHOCTbL J1AI. B
06omx cnyvasx npeobnagatoT M-nonunentugbl. Mo mepe gnddepeH-
UMPOBKM KNyO6OUYKOB aKTUBHOCTb (DEPMEHTA M ero MeAJiIeHHbIX (pak-
LWiA BO3pacTaeT.

B To e BpemMs KaHaiblibl, BO3HUKAKOLLNE N3 CETMEHTHbIX HOXEK
Me30/lepMbl, XapaKTepu3ylTcs HapacTaHWeM KOHLEeHTpauuu cybbe-
avHuy H, conposoxgarowwmm guhepeHUNpoBKY. MoXHO 6blo npea-
MONOXMWTb, YTO TYT UMeeT 3HaUYeHUe 06ecrneyYeHHOCTb Pa3BMBAOLLMX-
CA KNeToK Kucnopogom. OpHakKo 6oraTble KMCNOPOAOM COCYAUCTble
KNy60uKM cogepxKaTt MnouTh UCKIKYNTENbHO M-novnenTuabl Nogo6-
HO OTHOCUTENIbHO GeAHbLIM KMUCIOPOAOM COCOYKaM.

Takum 06pa3oM, NPOUCXO>KAEHWe AaHHOr0 Tuna KNeTOK U3 TOoro
WNW MHOTO 3apOfbILLEBOro IMCTKA HaknaAblBaeT OTMNeYaTOoK Ha CBOM-
CTBEHHbIA UM cneKTp n3odepmeHToB JIAT.
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Puc. 9.5. Mpoun3BogHble pasINyHbIX 3apofblLLeBbIX TUCTKOB COXPAHAOT CBOMNCTBEH-
Hble MocnegHUM ocobeHHOCTU cnekTpa JIAT

HakoHel, Me>KBuAoBbIe pa3nnuna B cnektpe J14I0 Bo Bpemsa oHTOre-
He3a 6blIM 06HapYXXeHbI NPU 1ccefoBaHUN AN depeHLUPOBKN Ppak-
UM NapeHXMMHbIX 1 COeANHNTENbHOTKAHHbIX K/IETOK neveHun. Tak, y
Mblleld B 06emx pakLmMax Ha pasHbIX 3Tanax pasBuTUS npeobnajaroT
nar-4 v NAr-5, y kponukos —J14r-4, y kowek —1A4r-4 n 14r-5
(Ho ¢ BO3pacToM 0CcO6EHHO 3aMeTHO Bo3pacTaeT cogdepXaHue 14I-5),
Y MOPCKUX CBUHOK — J141-3.

YCTaHOBMBLUMCH B NpOLECeLl KNeTOYHON AnddepeHLUpoBKM, CNEKTP
NAI coxpaHseT BbICOKYH CTabunbHOCTb. Jaxe npu ANNTeNbHOM Ky/lb-
TUBMPOBAHUUN KNETOK in vitro (5o 180 gHei), nocne nepBoHayvaibHbIX
M3MEHEHW, NO-BUAUMOMY, He cneuunyHbIX AN pa3HbIX TUNOB Ke-
TOK W 3aK/HYaLWMNXCA B OTHOCUTE/IbHOM CHVKEHUW aKTUBHOCTM
6bICTPOro mM3ogepmeHTa, cnektp JIAI ocTaeTcqd MOCTOAHHBLIM B KY/b-
Typax Kak aH3YmnjaouAHbIX, TaK W GUNNOUAHBIX KNETOK.

B T0 e Bpems cnefyeT OTMETWUTb, UTO TKaHeBas CneunpUYHOCTb
cnektpa 1A (kak, BNpoyeMm, U APYrux (PepMeHTOB) AeTepMUHUPY-
eTC He TONbKO AnddepeHUnanbHOW aKTUBHOCTbIO TEHOB, KOAMPYHO-
Wux nonumnentugbl M 1 H, HO U reHaMmu-mMoauGMKaTopaMm Ha ypoB-
He MOCTTPAHCAAUMOHHBIX COBLITUA. TUNMNYHBIM NMPUMEPOM SIBSETCS
akcnpeccuss usogepmeHToB JIAI B apuTpoLMTaX HEKOTOPbIX NNHWIA
MbILLEA. Y 60NbLIMHCTBA MbIlLEA B 3pUTPOLMTaX BbIABNAKOTCA BCe 5
nsothepmeHToB SI4I, ofAHaKo 6bl1M 06HApYXXeHbl MMHUK, MpeacTaBu-
TeNIN KOTOPbIX XapakTepu30BanCb NPUCYTCTBUEM B 3pUTPOLMTAX NNLLb
Mea/IeHHOro n3ogepmenTa J1I4M-5 npu HopmanbHOM natTepHe S14T B
OPYrux TKaHsAX. Bbln N0KanvM30BaH reH, KOTOPbIA KOHTPOAMPYET 3TO
OTK/NOHEeHWE, OH He OblN CUenfieH C reHamu, Kogumpylowmmm cyobe-
AuHULbl M 1 H. CHayana npeanonoXunu, 4to 3To perynsTOpPHbIA reH
no TuUny reHa-perynatopa »Xako6a n MoHo (ero Tak M 0603Ha4YMIM
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Ldr — perynatop nakratgervaporeHasbl), U ero aypekT 3ak/to4vaeT-
ca B 6/710Kafle aKTUBHOCTM TeHa, KOAMpYHLWero cybweanHuyy H, no-
3TOMY B 3puTpoLUTax (opMupyeTcs To/bKO TeTpamep M4. OfHako
BMOC/NEACTBAM OKas3anocb, YTO [eN0 3aKIuaeTcs B ApYyroMm — 37o0T
reH KoAMpyeT MoAunenTuj, cesA3blBatOWMA H-cyb6beguHuLy u npe-
NATCTBYIOWMIA ee accoumaumny Kak ¢ M-nonunenTugom, Tak v gpyr ¢
apyrom. CnepoBaTenbHO, MONEKYNSPHbIA (DEHOTWN KAETKW B AaHHOM
cnyyae popmMuUpoBancs Ha NOCTTPAHCMALMOHHOM YPOBHE.

KAK ®YHKUMNOHUWPYIOT TKAHECMNEUWMPUNYECKNE TEHbI?

OfHON M3 AEeMOHCTPaTUBHbLIX MOfeneil MoneKynspHou
KNEeTOUYHON ANt depeHUMpPOBKN SABASETCA NOM0OBasi CMCTEMa CamL,0B
Ap030dunnbl. B Heil 6b11 HalfeH ya00HbIA TKaHecneupuyeckuin map-
Kep — n3ohepMeHT GeTa-cneungpunueckoin actepasbl (puc. 9.6). Mpu
KOMyAAauUKM 3TOT M30(hepMeHT nepefaeTcs B MOJOBble MYTW CaMKW,
rge paspyluaer “Mc-BakLeHunawerar ¢ o6pasosaHMemM (hepomoHa, 3a-
nax KOTOPOro CUrHaau3uMpyeT O TOM, YTO faHHad camka 60fblle He
HY>X[aeTcs B ycayrax npoTUBOMOMOXKHOI0 noaa. 31a sKCnepuMeHTab-
Hasa Mofenb 6blna paspaboTaHa B VIHCTUTYTe LUTONOTUW U FTEHETUKU
CO AH CCCP (r. HoBocnbupck) J1.M.KOpOUKMHBLIM ¥ COTPYAHUKA-
mn (H.M.MatBeeBa, b.A.Ky3nH, A.A.ApoHwWTaM) B KOHLe 60-x ro-
AoB XX B. Ha D.melanogaster n D.virilis. Yepe3 7 neT ux gaHHble 6binn
NOMHOCTbIO NOATBEPXAEHbI Ha D.melanogaster B nabopaTopusix P.Puy-
moHga (R.Richmond) B CLUA un [x.OkwoTtTa (J.Oakeshott) B ABCT-
panuu.
PasHble BUAblI Ap030(NUIbI OTIUYAINCE PerMoHaNbHbIMU OCOBEH-
HOCTAMMW B lOKanu3ayuy 3Toro nodepmeHta (puc. 9.7). Kak BuaHo Ha

Puc. 9.6. M3ohepmeHTbI Kap-
6okcunacTtepasbl Drosophila
lacicola (3 rpynnsl virilis), pas-
feNeHHble C NOMOLWbIO 3NeKT-
podopesa B KpaxmasibHOM rene
N OKpaweHHble TUCTOXUMMW-
yecku.

1,2 — KyKonku; 3—5 — camubl
cpasy nocne BbiNynneHus; 6 — B3poc-
Nblii camel,. beta-cneyuduyeckue acTe-
pasbl NokasaHbl CTpenkoil. P —cTagunc-
cneyunduyeckan actepasa KyKoNnku; p —
rnaBHas 6eTa-cneuuduyeckas actepa-
3a, CO/lepXallanca B BbICOKOW KOHLEH-
Tpauun B remonumde; S — TKaHecnc-
unuryeckan actepasa CEMABbIHOCALLUX
nykosu, camuos (c npenapaTa E.B.Mo-
NAKOBOIA)
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Puc. 9.7. PernoHanbHble 0CO6EHHOCTM pacnpeaeneHns MONEKYNAPHbIX MapKepoB B
penpoayKTUBHOI cucTeMe caML0B Yy pasHbiXx BUAOB Apo3otunbl (no: KopoukuH, 1996).

A — Drosophila rpynnsl hydei (D.hydei, D.neohydei, D.nigrohydei, D.eohydei); b — Drosophila rpynnei
virilis (12 Bugos); B — Drosophila ¢punagbl melanogaster (D.melanogaster, D.simulans, D. sechelia, D.mauritiand)\
I — Drosophila dpunagbl yakuba (D.yakuba, D.teissieri, D.orena, D.erecta)\ [, — D.pseudoobscura\ a —TkaHe-
cneunduyeckans 6Geta-acTepasa; 6 — cneposas aKTUBHOCTb 3TON 3cTepasbl; B — 6eN0K CEMABLIHOCALLMNX
nykosuy D.melanogaster (PEB”); r — 1o e, D.yakuba (PEB”); g — To e, D.virilis (PEBV); e — T0 e,
D.pseudoobscura (PEB”); >k — oTcyTCTBME 060MX NCCNE0BaHHbBIX MapKepoB; 1— CeMEeHHUKWN; 2 — CeMABbI-
HOCAWMWIA NpOTOK; 3 — maparoHnu; 4 — ceMABbIHOCALLME NYKOBULbI

PUCYHKe, y camuoB D. virilis oH akcnpeccupyeTcs B CEMSBbIHOCSLLEN
NyKoBuLe (aHanor npeacTaTeNnbHOM Xenesbl MAEKONUTAKLWUX U Yeno-
Beka), y Drosophila rpynnbl melanogaster — B ceMABbIHOCALLEM MPOTO-
ke, y Drosophila rpynnbl yakubg nn6o Boobuie He aKkcnpeccupyeTtcs B
NonoBOM CUCTEME CcamLuoB, MO0, BO3MOXHO, MPOABASET CNeLOBYHO
aKTUBHOCTb B CEMABbIHOCALLMX NyKoBMLax. HakoHel, y Drosophila rpyn-
nbl hydei o6Hapy>XeHa NO60ONbITHAA CUTyaUWs: TeH, KOAWUPYHOLINIA
[JaHHbIN n30QepMeHT, TpaHCOpMUpPYETCA M3 TKaHecneunhnyeckoro
B TUNWYHbLIA TeH house-keeping, MPOAYKT KOTOPOro BbISIBNASETCA He
TONbKO Ha BCEM MPOTSHKEHWWM MOAOBOr0 TPakTa, HO U B APYruMx opra-
HaxX KakK camLOB, TaK M CaMOK, a TakKXe Ha MMYMHOYHOWN CTagmmn pas-
BUTMSA. TKaHecneungpunuecknii scTepasHblii reH 6bin BblgeNneH, KNoHK-
poBaH u cekBeHuposaH Yy D.virilis (estS) n D.melanogaster (est6). Cte-
MeHb FOMOMIOrUM MEeXAY 3TMMMW ABYMS TeHamu OKasanacCb BbICOKOIA:
0K0/10 60%. X MonekynsipHas opraHusauns ngeHtmyHa (puc. 9.8): aga
3K30Ha M MeXAY HUMU HebOoMbLION MHTPOH. B 060mx ciyyasx TKaHe-
cneunUYecKnin reH cuenneH ¢ Apyrum 3cTepasHbiM reHOM CXOAHOi
opraHmsauuu, HO He 06/1afaloLW MM TKaHECMeUngpnYecKoh aKcnpec-
CUeld. Y Jpyrux BuLOB 06HapyXeHo Mo 3-4 Takux CLEMnIeHHbIX reHa
(puc. 9.9). MHbIMK cnoBamu, TFeHbl, Koagupytowme 6eTta-cneuundunyec-
Kne acTepasbl 06pasytoT knactep (puc. 9.10).

Oco6eHHO NoApPO6HO 6bINN NCCef0BaHbl M3MEHEHMSA 3KCMPeCcCUm
reHa estSy D.virilis.



£«5 £« X(0?)

Bgl | BAM X BEco RV
A ALL(<DNLA|L] >N BN1L 4 9B />)/l
T—r|V IV Y Qs
R IR SII XXXIS R R pBR322
Clal HP S
6 1bp
2emJb tsmJia
£il 6 Estp
H—TITil =
HX s ny/>|
P B
11
Tbp

Puc. 9.8. TpaHckpunuuoHHasa (I, 2) n pecTpukTHasa (3, 4) KapTbl.

A — est-S D.virilis (no: KopoukuH, Enukononoa v gp.) b — est-6 D.melanogaster (no: Oackeshott et al).
®parmeHT IHK, cofepxalwinii reHbl, KOAUPYOLWMNe TKaHeCNeLnnyecKyo acTepasy CeMABbIHOCALLUX My-
Teld, CLienneHHYo0 co BTOPOii 6eTa-acTepasoii. B 060ux cnyyasx reHbl opraHn3oBaHbl B Knactep W NOCTPOEHbI
MAEHTUYHO — W3 [IBYX 9K30HOB M OJHOr0 MHTPOHA

melanogaster bst6
subgroup
melanogaster
r p\«bl «
subgroup
obscara
Subgenu.s group u
Sophophora +D.pseudoobscura
L.virilis
subgenus Vi rilis*
Drosophila group
B.buzzatii
repleta
group
"Raldrichi

Puc. 9.9. OpraHunsaums 6eTa-acTepasHbIX reHOB Y pasHblX BMAOB Apo3odunbl (No:
Oackeshott et al.).

BWAHO CXOACTBO C MpefblAyLien CXeMoii M 9BOMIOLMOHHbBI KOHCEpBAaTU3M 3TOM opraHusauum. O6pa-
Wwaet Ha cebs BHUMaHMEe KnacTepHas OpraHu3alyus 3CTepasHbiX reHoB. KO/M4YecTBO reHoB, BXOASWMUX B
KNnacTep, MOXeT BapbupoBaThb

3TOT reH umeeT ABa NPOMOTOPa — MPOKCMManbHbIl Pt n guctans-
Hblli P2 pasgeneHHble KOPOTKOW nocnegosaTenbHocTbio AHK. Ero
NPOAYKT MOSBASAETCSA B CEMABbLIHOCALLUX NYKOBULLAX MPUMEPHO Ha 3-i1
[eHb nocne BblneTa Myxu. TKaHeBas CneympuyHOCTb 3KCNpeccun re-
HOB estS n est6 ocyLLecTBAAETCA HA TPAHCKPUMLMOHHOM YpOBHE, 160
3TV TeHbl TPAHCKPUOMPYHKTCA TOMLKO B TeX OpraHax, rae 06HapyXwu-
BaeTCA UX NPOAyKT (puc. 9.11).

180



Puc. 9.10. BeTa-cneyundgunueckne
3CTCpasHble FeHbl TECHO CLenseHbl
N popMUPYIOT KnacTep.

A — Drosophila virilis (no: KopoHkun,
1900). 6 — Drosophila melanogaster (no.
Oackeshott et al.)

Okasanocb, 4TO0 Mexay
feTepMUHaLmMeidl KNeTok re-
HUTaNbHbIX MMarnHaabHbIX

Mobility modifier

Genes: Est-al. 1st- oc,, Est-a*. Est-S

=

1

Structural Est-S gene
206

Genes: Est-S, Est-j3

? Est-p

JyR

-
AVCKOB K CUHTE3Yy (hepMeHTa Estéofmukasl

M HayanoM caMOro CcuHTe3a AL BIDB.E2 73 )
MPOXOAUT [OBONbHO 3HAYU-

Te/bHbI NpoMexyTok Bpe- M r ¢ )+R
MeHM. Kak e 6b110 HailgeHo U 485 7401

BpeMS AeTePMUHALNN KNETOK
K TKaHecneungunyeckomy
CUHTe3y epmeHTa? Ons 3T0-
ro MCnosib3oBann covetaHue
3KCNepMMeHTanbHo-aMbpuno-
NOrMYeckoro mMetosa u meTo-

£stB
£stP

1
Est9 of Healy et al.
Est23
All
Mce
6-10 KOHMPOBaHBI,
HO He Ha3BaHb!

[0B MOJNIEKYIAPHOI B1onoruu.

CxemaTu4eckun aTo npeactaBfieHo Ha puc. 9.12. Kak BUAHO Ha pUCYH-
Ke, OblN M30/IMPOBAHbI FeHUTaNbHble UMaruHanbHble AUCKKU U3 K-
YMHOK-CaML0B pa3HOro Bo3pacTa. 3aTeM nepef OKYyK/IMBaHNEM WX TpaHC-
NAaHTUPOBANU B Apyrue NUUYMHKMW. VI3BECTHO, YTO Y TakUX JIMYUHOK
(MM NpefKyKONoK) CABUFaeTCs FTOPMOHanbHbI 6anaHC B CTOPOHY
npeob6nafaHnsa ropmoHa NMMHbLKW 3KAM30HA. og ero BANAHUEM Npu-
oCTaHaB/MMBaeTCA MNpPOLECC AeTepMMHaLMM M HavynHaeTcs npolecc
anddepeHUnMpoBKn. NHbIMU cnoBaMu, B guddepeHLMpoOBaHHOE CO-
CTOsIHME peann3yeTcs BCe TO, YTO 6bIIO NpesonpeseneHo AeTepMUHa-
uueli K MOMEHTY 3KCMEepUMEHTaNbHOIO BMeLlaTeNbCTBa. Takum obpa-
30M, TpaHcnnaHTaT guddepeHLmMpyeTcs B Tele peuununeHTa no-pas-
HOMY B 3aBMCUMOCTWU OT TOrO, M3 INYMHKM Kakoro Bo3pacta OH Obifl
BbleNieH. PeunnuneHT Xe pa3BMBaeTCs B KYKOJIKY, 3aTeM U3 3TON Ky-
KOMIKW BblIeTaeT Myxa, U MOXHO NpPOaHain3MpoBaTb Te CTPYKTYpSI,
KOTOpble BO3HWKAKOT U3 TpaHCNIaHTaTa, a 3a04H0 U NPOBEpPUTbL MOJe-
KYNAPHYI0 XapakTepUCTUKy 3TUX CTpPyKTyp. OKasanocb, YTO eciu re-
HUTa/bHbIE MMarnHaabHble AUCKWM U30/IMPOBaThL A8 TpaHCMAaHTaLmm
Ao 11 yacoB nocne BTOPOW NNHbKK, B AN(hepeHLMPOBAaHHOM TpaHC-
nnaHTaTe He yfaetcs onpefenuTb nsodepmeHT EST S. Ecnm e BO3-
pacT AoHopa npeBbiwaeT 11 yacoB nocse BTOPOA NMUHLKKW, TO FeH estS
3KCnpeccupyeTcs B TpaHCNnaHTaTe, B 0651acTu 6yaywmnx CemsBbIHO-
cawmx nykosuw,. CnefoBaTtesibHO, MOMEHT AeTePMUHAL MW KNETOK npe-
3YMNTUBHbLIX CEMSABLIHOCALLMX NYKOBUL, K CUHTe3y EST S nexuT B
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Puc. 9.11. Mnépuausayna 3IP-mevyeHHoro HK-
thparmeHTa, cogepxawero reH EstSc MPHK Ha ruc-
TONOrM4Yyeckom cpese B3pocnoit D.virilis. BugHbl WH-
TEHCMBHO MeuYeHble CeMSABbIHOCALLME NYKOBULbI (NO:
KopoukunH, 1996)

Puc. 9.12. Cxema, ileMOHCTpUpyloLas MeTof OnpejeneHnss BPeMeHU feTepMUHa-
LMN KNeTok byayuieli ceMABbIHOCALLEN NYKOBULbI K CUHTE3y TKaHecneuunpuyeckomn
acTepasbl (no: KopoukuH, KysumH, ApoHwTam, 1980).

| — AnuYmHKN pasHoro Bospacta; |l — KyKonka uanm nudnHka nepej oKyknusaHuem; Il — B3pocnas
myxa; IV —3nekTpothopeTnyecknii aHann3 reHUTannes camua n JeHcuTorpaMmbl n3odepmeHTa S-acTepassl
(onTuyeckas NNOTHOCTb COOTBETCTBYHOLLMX NONOC HAa aNneKTpodoperpaMmme). 1 — reHUTanbHbI UMarnHanb-
HbI UCK NMUYUHKN; 2 — TeHWTanbHble WMarMHanbHble AUCKN NUYMHOK ApO30(hUNbI PasHOro BospacTa
TPAHCNNAHTUPYIOTCA B KYKONKU WAWM B IMHMHKW nepej OKyKnuBaHuem (0AWHAKOBO y GYyAyLiMX CaMLIOB UK
camok). B cuny cneundukm ropmoHanbHoro 6anaHca B Tene KykKonku (npeobnafaHune akanM3oHa) npouecchbl
feTepMUHaLUN B TPaHCNAaHTaTe NPeKpawalTcs U ero KNeTKU NepexofsT B PexuM AndhepeHLUpoBKY, B
X0fle KOTOPOW peanusyloTcs NUWb Te CTPYKTYPbl, TOTOBHOCTb K 06pa3oBaHuMi0 KOTOPbIX Gbina fOCTUrHYTa
nepeA TpaHcnnaHTauueld gucka. Mocne Toro Kak Kykonka npoigeTr metamopdo3 n BbINETUT MMaro, B Noc-
NefHell TpaHcnnaHTaT AnddepeHLpyeTcs. Ero 13snekarT U NpoBoAAT aneKTpodopeTNUecKoe pasfeneHune
6enKoB C nocnepytolleid OKpackoil Ha actepasy. ECTeCTBEHHO, 4TO TKaHecneuuduyecknin n3ohepmeHT S-
JcTepasa 06HapYXXMUTCA NULWb B TOM TpaHCcnAaHTaTe, B KOTOPOM Ha CTaguu IMYMHOYHOTO Pa3BUTUS NpoLina
(hasa fleTepMUHAL NN TOTOBHOCTU CUHTE3UPOBATb 3TOT (hepMeHT. Hauanom geTepMuHaLMu cnegyet cunTaTh
MOMEHT, KOrjja COOTBETCTBYIOL WA TpaHCNAAHTAT AacT X0TA 6bl Cnefbl 3cTepasHoi akTUBHOCTU (IV — HUX-
HUii o6pa3seL)

npomexxyTke Mexgy W un 12 yacamu nocne BTOPON NUHbKWU. TOYHO
Takue Xe pesynbTaTbl ObIIM MOMYYEHbI U NPU UCCNEf0BaHUMK deTep-
MUHaLUWN KNEeTOK reHMTaNbHbIX MMarnmHanbHbiX AncKoB Drosophila
melanogaster K cuHTe3y usogepmeHta EST 6, cMHTe3upyemoro npe-
NMYLLECTBEHHO B CEMABLIHOCALLUX NYKOBULLAX.

ConpoBoXaaeTcs N 3Ta AeTEPMUHALLNSA aKTUBaLMel JaHHOTO reHa?
W 3gecb y D.virilis 6b1n 06Hapy>XeH 0BOMbHO MHTEPECHLIN (heHOMEeH. B
MOMEHT JeTepMMUHALMMN HauyMHaACa CUHTE3 Creunpuyeckoin matpuu-
Hoit PHK c gucTtanbHoro npomotopa. OgHako ata MPHK He “yuTa-
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P1 ORF1  ORF2 ORF3 ORF4 EstS

pi ORF1  ORF2 ORF3 ORF4 EstS

ORF1 ORF2 ORF3 ZL ORF4 EstS
/ Translation EstS blocked

Translation EstS
a itctattaaagaccocataaX
MetGlyAsnHisLeuLeulysThrPro  \

ATCCAGAGITTTAA
MetAlaGluSer

ATGOCAAGEEEICAGICATORGAACTAATTGAATAG |
MetProArgGlyGInProSerGluLeulleGlu.

Puc. 9.13. Cxema MONEKY/IAPHO-TEHETUYECKOr0 KOHTPOJIA 3KCMpPeccuu reHa estS
(no: Ceprees, EHukononos, KysuH, KopoukuH, 1990).

E —3MGpMOH (HeT TPaHCKPUMNLWU, HET IKCMpeccun); L — reHuTanbHble MarmHanbHble gnc«o! nnum-
HOK caMLoB (eCTb TpaHCKpUNLWUa ¢ npomoTopa P1, HeT akcnpeccuu, TpaHCKpunT dparmeHta AIHK mexay
nepBbIM W BTOPbIM NPOMOTOPaMU, COAepXaliuii TpU OTKPbITbIX pamMku cuuTbiBaHus — ORF1, ORF2,
ORF3 — 6noKupyeT TpaHcnauui). B —anddepeHunpoBaHHble CEMABBIHOCALLNE NYKOBULLbI CaML0B (MHU-
LNMpyeTcs TPAHCKPUNLMA ¢ NpomMoTopa P2, COOTBETCTBYIOLWMIA TPAaHCKPUNT TPaHCANPYeTCH) — eCTb 3KC-
npeccus reHa. Takum o6pasom, (parmeHT JHK Mexay nepBbiM M BTOPbIM NpOMOTOpPaMU, COAepKalunit
TPU OTKPBITbIX PaMKW CUMTbIBAHWUS, 06ycnoBNMBaeT 6noKady TpaHCIMpyemMocTu acTepasHoit JHK. ¥Ypane-
HUWe 3TOro (hparmeHTa BefeT K TpaHcnAuun aTolt MPHK. B T0 e Bpems o6paljaeT Ha ce6s BHUMaHWe, 4TO
nepeas akTUBALNA TpaHCKpunuuu (c npomoTtopa P1l) coBnajaeT Mo BpeMeHW C MOMEHTOM AeTepMUHaLNK
KNeToK MMarnHanbHbIX reHNTaNbHbIX AUCKOB K CUHTE3Yy 3cTepasbl

nace”, TpaHcnaumnsa 6blna 3a610KMpoBaHa NocnefoBaTe/lbHOCTHHO HYK-
NeoTUA0B Mexnay ABymMsa rnpomoTtopamu (puc. 9.13). Ecnu ee Bbipesarts,
TO B cucteme in vivo ¢ npomotopa Pl 6yaeT TpaHCKpMbGupoBaTbCs
TpaHcnupyemaa MPHK.

KAK TEHHbIE AHCAMB/IW (“CETWA") PETYNINPYIOT
SKCIMPECCUIO TKAHECMNEUN®NYECKNX TEHOB?

TOYHO TaK e W B XOf4e WHAMBUAYaNbHOrO Pa3BUTUA,
KOrfa KneTku CemsBbIHOCALIMX NIYKOBUL, AnthdepeHLUpyroTCa nocne
BblfleTa Myxu, HauynHaeTcqa TpaHckpunuyua MPHK ¢ npomoTtopa P1, n
B K/eTKax NosBNsetca TKaHecneuuguyeckas actepasa (reHHble aH-
camb6nu, unm “cetn”). OCo6eHHOCTU ee 3KCMpeccun perynupytoTca
LIe/TIO CMCTEMOW TPaHC-AeNCTBYHOLINX FeHOB. ITa cMcTemMa PyHKLMO-
HUpyeT Kak y D.virilis, Tak n y D.melanogaster. B nepsomM criyyae oHa
M3yyeHa nyulle, NO3TOMY MX PaCCMOTPEHUEM Mbl 3eCb U OTPaHUYUM-
cq. OTCe/IeKTUPOBaHHbIE JIMHUW 3TOr0 BUAA Pa3NnYaloTcs No cnefyto-
WMM MpU3HaKam:
* YpOBEHb aKTUBHOCTU (hEPMEHTa;
* BpeMSA perucrpauuy nNosBNeHUs epMeHTa B CEMABLIHOCALLMX Ny-

KOBMUaX;
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e COOTHOWeEHNe cBOGOAHONW M MeMbOpaHOCBA3aHHOW dpaKkunn gep
MeHTa.
MocpeCcTBOM COYETAHUSA TEHETUYECKUX U MOMEKYNAPHbIX METOLOB
OblIN BbISIB/IEHbI TEHbI, KOHTPO/IMPYIOLLME 3TU Pa3NuYns:
m [eH-peryniTop akTWBHOCTM (epMeHTa — estSM, NoKanu3oBaH B
NPOKCUMaNbHOM 4acTu X-XPOMOCOMbI. 3TOT reH, BO3MOXHO, aKTUBU-
PYeT reH estS 1 KOHTPONMpPYeT YPOBEHb TPAHCKPUMLMOHHONW aKTUBHO-
CTW CTPYKTYPHOrO reHa, a, cfiefoBaTefisHO, W KO/IMYECTBO MOJEKYN
MPHK. BTex nnHuAX, rae TpaHCKPUNUNOHHAS aKTUBHOCTb Bbille, 06-
pasyeTca 6ofiblie MOMEKYN TKaHecrneunuueckoin acTepasbl M COOT-
BETCTBEHHO Bbllle YPOBEHb aKTUBHOCTU (hepMeHTa.
m “BpemeHHOI” reH — estSR, OT ero akTMBHOCTU 3aBUCUT BpPeMS Ha-
yana TpaHcnsyuu. MpegnonaraeTcs, YTo 3TOT FeH, IOKa/IM30BaHHbINA B
5-i1 xpomocome (y D.virilis nx wectb!), B 30He, KogMpYIOLWE OL4HY U3
TpaHcnopTHbIX PHK, oTBevaeT 3a 4OCTaBKY B pailoH TpaHCAALUMK 0f-
HOlW M3 aMWHOKMCNOT, KOTOPOIi 0cobeHHO 6orat 6enok EST S.
B “ApXMTeKTYPHbIN” reH — estS™, nokann3oBaH B 4-ii XpOMOCOME,
OT Hero 3aBMCUT CTeMeHb CBSA3AHHOCTWU M3ogepmeHTa EST S ¢ Mmem6-
paHamun. Y HeKoTopbix BMAoB D.virilis npakTuyeckn Bca nonynsyus
MOneKyn (hepmeHTa cBA3aHa ¢ MembpaHaMmy (Hanpumep, CO6CTBEHHO
D.virilis), n gna ee BblAeNeHNa NMPUXOAUTCA NPOBOAUTL SKCTpaKLuto
6enKoB C geTepreHTaMmu, 0ocob6eHHO 4acTo ¢ TpuToHom X-100), y apy-
rmx (Hanpumep, D.montana unu D.novamexicana) 60nbluasi Y4aCTb MO-
Nnekyn gepmeHTa HaxoauTcs B CBO6OAHOM, He CBS3aHHOM C Mem6pa-
Hamu, cocTtosHun (puc. 9.14).
Takoro poja reHeTUY4ECKN aHCamMbb, YNpaBnsALWMiA 0CO6EHHOC-
TAMWU NPOABNEHUA CNELUPUUYECKOr0 MOMEKYNAPHOro Mpu3Haka, u3-
BECTEH He TONbKO Yy Apo-
Tparcnauwa 30(0UNbl, HO U Y MJIEKO-
0ee s nuTarowmx. Tak, amepu-
KaHckume buonorun K.Mei-
,,, Akmsauns reH 1 P.[3HLWOy onucanm
«*, TpaHcnaumm
L CUCTEMY UMC- WU TpaHc-
[NEeNCTBYIOWMX FEHOB, OT
KOTOPbIX 3aBUCUT 3KCI-
«A\Wﬂéﬁ%}a peccv?ﬂ reHa 6eTa-rnoky-
poOHWAa3bl B MPOKCKU-
Ma/lbHbIX KaHanbLax rnou-

2-9 xpomocoma  X'Est-S ‘A#5-9 Xpomocoma
AKTVIBaLYA
AKTUBMPYIOLLNIA Puc. 9.14. O6wana cxema re-
curHan HEeTWYECKOI perynsiumm 3skKcn-
peccumn S-acTepasbl B CEMSABbI-
HocAwmnx nykosuuax Drosophila
X-xpomocoma AKTVIBaUMA - y ) l-l. P
(1-3-7 AWM nocne rpynnbl virilis (no: KopoukuH,
BbIETa MMaro) 1996)
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Puc. 9.15. Perynsums cuHTe3a GeTa
FNKXO0pPOHMAasbl B MoYyKax MJjekKonuTa-
towmx (no: Paigen, Ganschow, 1900).

1— CcTPYKTYpHbIii reH (Gus)', 2 — reH-peryns-
TOp akTUBHOCTW (Cnr)\ 3 — reH-perynatop speme-
HM CMHTe3a (hepMeHTa, “BpeMeHHOl” red (Gut) O Xpomocoma
4 —aHApocTepoH; 5 — peuenTtop 415 aHAPOCTEPO- nAARA
Ha; 6 — red Tfm, Kogupylowuii 3TOT peuenTop; MPHK
7— reH Eg, Kogmpytowmii 6enok 3rosuH, cno-
CO6CTBYIOLLMIA TPAHCMOPTY (hepMeHTa Mo cucTeme
KNeTOYHbIX KaHanbLes; 8 — 6eN0K 3aro3nH (noka-
3aH KpyXO0uKamu); 9 — npOoLeCcCUHI-TeHbl, Cno-

X-xpomocoma

6eTa-rnKo-
poHngasa

co6CTBYIOLIME CO3peBaHNI0 Genka, ero pacnpepe- 8-xpomocoma

NEeHN0 B KNeTKe (“apXuTeKTypHble” reHbl); 10 — /

reH bg, cnoco6eTBYOWMNIA cekpeymmn 6enka 8 Benok 3ro3uH
ae—/7

K Mbiwn. OHKW onucanu cnegy- . 7 @DJ

fOLMe TeHbl, BXOAALLME B COCTaB

aTol cuctembl (puc. 9.15):

m CTpyKTYpHbIA reH (Gus) —

KOLOMUHAHTHBbIA FeH, N0Kann3o-

BaH Ha KOHLE 5-i XpOMOCOMBI,

onpegenseT CTPYKTYpY 1 KaTanu-

TUYeCKne cBoicTBa (hepMeHTa. V13

MOYeK MblLLKN OblN1a BblAeneHa no-

mm(A)-cogepxawaa PHK, B Tom

ynucne n TpaHckpunT reHa Gus.

OHa 6blna npoTpaHcIMpoBaHa B TECT-CUCTEME 00UMUTOB aMhmnbunii. OKa-
3a/10Cb, 4TO €CAM B 00LMT MHAMUMpoBaTb 60 nukorpamm (Ar) no-
nm(A)-cogepxauieli PHK, To B HeM 3a OAWH [eHb CUHTE3MpPYeTCS
npumepHo 25 nr 6eTa-rNOKOPOHMAA3bI.

m PerynaTopHblil reH (Gur) — cuenieH co CTPYKTYPHbIM FeHOM, of-
pefensieT CKOPOCTb CMHTe3a (hepMeHTa B OTBET Ha (DU3MONOTUYECKUE
BO3[eNCTBMA rOPMOHOB. OT 3TOr0 reHa 3aBUCUT TakXKe YPOBEHb aKTUB-
HOCTW (hepMeHTa, pasHblil y pasHblX MHUA. Bbino onpefeneHo, yTo
pa3nnMuna B akTUBHOCTW CBSA3aHbl C YPOBHEM TPaHCKPUMNLMOHHOW ak-
TUMBHOCTW TreHa Gus u (KakK CneAcTBMe 3TOF0) C pasMYHbIM KOonunue-
CTBOM MOJIEKYN 6eTa-rioKOPOHMAa3bl, CUHTE3UPOBAHHOW MaTPUYHOW
PHK.

m BpemeHHOl reH (Gut) — Takxke cLensien co CTPYKTYPHbIM TEHOM,
onpefensieT BPEMEHHYH MpPOrpaMMy 3KCMPECcCMM CTPYKTYPHOrO reHa
B npoLecce pocTa W pasBUTUA OpraHu3mMa.

m [eHbl npoueccuHra Eg — feTepMUHUPYIOT YHKLMU MeTabonnyec-
KOro annapaTa, OTBETCTBEHHOrO 3a MOCTTPaHCASALMOHHbLIE W3MeHe-
HUA hepmeHTa (CTPYKTYpPHblE MOAMDUKaLMK, CBA3bIBaHNE C Membpa-
Hamu, gerpagaumsi hepmeHTa 1 T.4.). BbisgBneH 6enKoBbIli hakTop aro-
31H, KOAWPYEMbI CTPYKTYPHbIM FEHOM, /10Ka/Jn30BaHHbIM B 8-i
XpomMocoMe. DTOT (PaKTop HeobXxoAuMM Aaa nocagku epmeHTa Ha MeMm-
6paHbl 3HAO0NNa3MaTUYECKOTO PETUKYTYMa W SIN30COMbI.
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m [eH bg (X-xpomocoMa) — 0TBeYaeT 3a CUHTE3 6e/IKOBOro peLenTo
pa, BOCNPUMHUMAIOLLETO TOPMOHA/IbHble CUTHa/bl, KOTOpble BAUAD!
Ha aKTUBHOCTb CTPYKTYPHOTO reHa.

m [eH Tfm —nokannsoBaH B 13-i1 XpOMOCOMeE, BAUAET Ha CEKpeLuto
(hepMeHTa Yepe3 MPOKCUMasbHble KaHasbLbl.

Kak y>ke oTMeuanocb, perynatopHble reHbl Gur n Gut TecHO cuen-
NEeHbl CO CTPYKTYPHbLIM FEHOM, AeACTBYIOT, OYEBUAHO, B F<WC-MOMOXE
HAN W KOHTPONMPYIOT KOMNYECTBO CMeUMpUYECKMX MaTpul, CUHTe
3UpYeMbIX CTPYKTYPHbIM T€HOM.

KAK OPTAHN3OBAHA PETYNTATOPHAA OB/IACTD,
KOHTPO/NINPYIOWAA TKAHECMNELUN®PNYHOCTD
SKCIMPECCUN TEHOB?

BcTaeT BONpOC 0 TOM, UTO Xe BCe-Taku BMSETCA BeAy-
WMM B TKAHEBOI cneyngpmnke 3KCMPECCMM TEHOB — Mpuaexawme K
CTPYKTYPHOMY TeHy pPerynsTopHble nocnefoBaTesibHOCTU (MPOMOTO-
Pbl, 3HXaHCEPbl U Ap.) WM TeHOTUMMYeckKas cpefa, B KOTOPOI 3TOT
reH BbIHYXJeH (DYHKUMOHMPOBaTb? [N O0TBETa Ha 3TOT BOMPOC ObIN
nofy4yeHbl TpaHcreHHsle D.melanogaster , B reHOM KOTOpPbIX Obla WH-
cepTupoBaH reH estS D.virilis ¢ npunexawummn perynsTopHbeIMy noc-
neposatenbHOCTAMKU. C MOMOLbO MMMYHOGM0T-aHann3a (aHanuns 6en-
KOB 371eKTpooperpamMmmbl C MOMOLLbI CAELUPUUYECKUX aHTUCBIBOPO-
TOK) OblJI0 BbISICHEHO, 4YTO TFeH estS akcnpeccupyeTcs TONbKO B
CEMSIBbIHOCALLMX NYKOBULAX PeuununeHTa, T.e. Kak 1 y foHopa (puc.

ka 123456789 O Puc. 9.16. MUMMYHOXMMWYECKNI aHanun3
noAnnenTUAHbIX NPOAYKTOB, U30/IMPOBaH-
63 N — —  — *? HbIX UX Pas/INyHbIX OPraHoB TPAHCreHHbIX

D.melanogaster (no: KopoukuH u gp., 1997).

PesynbTaThl MMMyHO6M10TaHann3a co cneyndu-
YecKol aHTUCLIBOPOTKOM NpoTue actepasbl S D.virilis.

30 fli 8BK MpeaBapuTeNnbHO MPOBOAMNACA anekTpodope3 obpas-
L|0B B MO/IMAKPUIaMUAHOM refie, 3aTem 6efiku C 3/ek-
16 -> TpothoperpamMmbl “NepeHOCUANCL” Ha HUTPOLEN0-

no3y 1 nocnefHss o6pa6aTbiBanack MMMYHOXUMUYEC-

KUM MeTOAOM C MCMO/b30BaHWEM Cneynduyeckoit

aHTUCIBOPOTKM. O6pa3oBaHHbI C aHTUCLIBOPOTKON
KOMNAeKc cneynduyeckn okpawmnsancs. KonoHku 1—9 cooTBeTCTBYHOT TpaHchopmMupoBaHHbiM D.mela-
nogaster. KonoHka 10 — cemsaBblHOCAWan nykosuua D.virilis. Ceepxy: cTapT ¢ HaHeCeHHbIMM o6pasLamu.
CTpenkamu nokasaHbl MONEKYNSPHbIE MacChl 6eNKOBbIX MPOAYKTOB B COOTBETCTBYIOLIEM MYHKTE 3/1eKTPO-
(hopeTnyeckoil KONOHKWU. Paznuuns B NOABUXHOCTKM 3cTepasbl S B o6pasyax D.virilis u TpaHCreHHbIX
D.melanogaster cBA3aHbl C TEM, 4TO B CEMABbIHOCALMX NyKoBuyax D.virilisaToT nsoepmeHT rnmkosnnmpo-
BaH 1 CBA3aH C 6enkamu, Y4TO Pe3KO CHMXKAeT ero 371eKTpOhOpeTUUEeCKY0 MOABUXHOCTL.

1 — reHuTanuu 4-gHeBHOro camua; 2 — 4-AHeBHbI/i camel, 6e3 reHWTanuii; 3 — reHUTanuMu camku
(cnabast okpacka B 06/1aCTU 3CTepasbl CBA3aHa C TeM, YTO o6pasely 6Gbin B3AT MOCAe KOMNYAALWUM, TaK YTO
130(hepMeHT 3cTepasbl GbiN “nepefaH” BMecTe C 3WAKYNATOM OT camua K camke); 4 — reHUTanun BUPTUH-
HOM CaMKW, He BWAHO Jaxke CMefjoB OKpacku; 5 — caMka 6e3 reHuTanuii; 6 1 8 — reHuTanuu B3pOC/bIX
caML0B pa3HoOro Bo3pacTa; 71 9 — B3pocnble camubl 6e3 reHuTanuii
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Puc. 9.17. T'mbpunamnsaymsa in situ MeYeHHOU NIOMUHECLEHTHbIM KpacuTenem OHK
estS D.virilis ¢ ToTanbHbIMW NpenapaTtamu reHuTanuini camuyos D.melanogaser (no: Ko-
poYKuH, 1997).

A — TpaHCreHHas myxa; b — KOHTpo/nbHaa Myxa. 1 — ceMaBblHOCALLaA NYKOBMULA; 2 — CEMABLIHOCA-
WK NpoToK. MoNoXMTeNbHAas peakuns HabnoAaeTcs TONbKO B CeMABbIHOCALLEN NYyKOBULE TPAHCTEHHbIX
MyX

9.16). MpKn 3TOM CNELUPUUHOCTb IKCNPECCUU YYXKEPOLHOIO reHa pea-
NN3yeTcs Ha TPaHCKPUMUUOHHOM YPOBHE, KakK U B HOpME, OH TpaHc-
KpnonpyeTcs TONbKO B CEMABbIHOCAWMX NyKoBuuax (puc. 9.17). Cne-
[0BaTe/IbHO, TKAHEeCneun(pUYHOCTL IKCNpeccumn reHa estS onpegens-
eTCA CMEXHbIMW pPerynaTopHbIA nocnegosaTefnbHoCTAMKU. B
JanbHelilem 3Ta perynatopHas nocnefoBaTenbHOCTb AIMHONW OKONO
0,6 kK6 6bina “nogpasfeneHa” Ha 5 30H, Kaxgas M3 KOTOPbIX OTBET-
CTBEHHA 3a 3KCMPECCMIO0 reHa B TOM UM MHOM OpraHe Myxu, TakK 4To
TKaHeBas CrneumpUUYHOCTb 3IKCNpPeccun PernopTepHOro reHa (Hanpu-
mep, lacZ) y TpaHCreHHbIX Myx OGyaeT 3aBUCeTb OT TOr0, C KakKoh yac-
TbHO PErynATopHoOii 06nact oH coeanHeH (puc. 9.18; 9.19). Ho ecnu
nce 5 perynaTopHbIX 30H NPUCYTCTBYIOT BO BCEX OpraHax pasBuBatoLLe-
rocsi XXMBOTHOrO, MOYeMy reH estS aKcrpeccupyeTca TOMbKO B CeMSA-
KbIHOCALLUX NIYKOBMLAX?

[ns wccnepgoBaHns 3Toil npo6nembl B nabopatopum J1.M.Kopou-
KWHa OblIM MONYyYeHbl TPAHCTEHHbIE APO030(UNbI, COfepXKaline pe-

-1174 - 553 - 445 - 370 - 275 -134 -23 0
| // 1 1 1 1 1
I S s <4 = S
CemsBblHOCALME CnioHHble  [bixaTenbHass  CemsBblHOCALLVE Xenypoxk
npoToku Xenesbl cuctema NYKOBULbI
AHTEHHbI MpedpoHTaibHas

MakCcunnapHble obnactb
nanbnbl

Puc. 9.18. PerynsatopHas 30Ha reHa estS D.melanogaster.

MokasaHO paccTosiHWe OT cTapTa TPAHCKPUMLUMUN B HYKNEOTUAHbIX napax. OTMeUYeHbl 9HXAHCEpbl. OT-
BETCTBEHHbIE 33 IKCMPECCUIO 3CTepasbl B TeX WAW WHbIX opraHax Myxu (no: Oackeshott et al.)
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Puc. 9.19. KoHCTpyKunn nnasMmuibl
CaSpeR, Bkntoyvatouime reH lacZ v gp
MEHTbl PerynaTopHOW 30HbI reHa estS
D.virilis, koTopble 6bIM MCNONb30BaHbI
B akcnepumeHTax J1.M.KopoukuHa i
COTPYAHMKaAMU C LeNbi U3YyYeHUS Mr
XaHW3MOB perynauumn TKaHecneuundpuny
HOCTW 3KCMpPeccumn acTepasHOro reHa

NOPTEPHLIV TEH C PerynsaTopHoi
30HOW reHa estS pasHoi npoTs

YKEHHOCTW, B TOM 4uC/e 1 Aoc

TaTOYHO 6onbWoi (4o 4 k6). U
KayecTBE PEMOpPTEpPHOro reHa
MCNO/b30BaH reH 6akTepuanbHON
ranaktosmpassl (lacz), npogyto
KOTOPOro Nerko 06HapyXuTb ¢
MOMOLLbI0 TMCTOXUMUYECKON pe

akuuu ¢ Tak HasblBaeMbiM X-gal

peakTmBoM. Ha puc 9.19. npepg

CTaB/ieHbl KOHCTPYKLWUKU, KOTO-
pble 6blIN BBEAEHbI B FEHOM
D.melanogaster. Oka3anocb, 4TO
npunexawas K CTPYKTYpHOMY
reHy nocnegoBaTesibHOCTb ANU-
Holi 4o 1000 HYKNeoTMAHbIX nap
06yCnoBnMBaeT 3KCNpeccuto pe

MOPTEPHOr0 reHa BO MHOIUX
opraHax Myxu, YTO U HeyAuBM-
TeNbHO, MOCKOMbKY OHa CoAep

XKUT BCE COOTBETCTBYOLLME 5 30H,
0 KOTOPbIX FOBOPMIOCH BbILLE.
MpucyTcTBUE ANCTaNbBHO pacno-
noxeHHon AHK 6nokmpyet 3k-
Crpeccuio reHa estSBo Bcex opra-
Hax, KpOMe CeMSBbIHOCALLUX Ny-
KoBML. TakMM 06pa3oM, Kak 1 B
cny4yae paHHero pasBuTuSa, U
npoLecce XMMUYECKOro Co3peBa-
HMA KNeTOK 3afeliCTBOBaHbI fABe
PErynsaTopHble CUCTEMbl — aKT Y-
BMpYIOLLAs 1 TOPMO3ALLas, B3au

MOZeCTBNE KOTOPbIX U feTepMU

HUpYyeT cneynmpuruHOCTb 3KCM-
peccuy TOr0O WAW WMHOTO TreHa
(puc. 9.20).
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X-xpomocoma I + I
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Puc. 9.20. Cxema aKTMBUPYIOLWNX U TOPMO3ALMNX NYTel B perynaumm TKaHecneum-
(huueckoli akcnpeccun reHa estS B cemaBblHOCALW el nykoBuue D.virilis

) PekomeHflyemas nuTepaTypa
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"} Bonpocb! 415 noBTOpeHus

Kakne cTagum knetouHoit AutdepeHUNPOBKN MPUHATO pa3nnyath?

UT0 Takoe M3odepmeHTbI?

Kak (hyHKUMOHMPYIOT TKaHecneungumyeckne reHbl?

Kak reHHble aHCcaM6/11 peryaMpyroT 3KCnpeccuto TKkaHecneuMuyeckunx re-

HOB?

5 Kak opraHu3oBaHa perynstopHas 06/1acTb, KOHTpO/Mpytolas TKaHecre-
LUUPUYHOCTb 3KCMPEccUn reHos?

6. UTo Takoe geTepMuHaLMA U TpaHcLeTepMUHALMA?

7. KakoBbl MOJIEKYNSAPHO-TEHETUYECKNE OCHOBbI AeTepMUHALMN?
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naBa gecarad

MT’EEHETUWYECKW NMPOIrPAMMMNPOBAHHAA CMEPTb
KNNETOK (AMOIMTO3)

YTO TAKOE AMOIMTO3?

B xoae MHAMBMAYaNbHOrO pa3BUTUS 0COBEHHO B Nepuoj
ambpuoreHesa, meTamopgo3a, Npy 0OHOBIEHUW K/IETOYHOrO COCTaBa
pa3NuyHbIX TKaHeh, Npu (YHKLUMOHWPOBAHUM WMMMYHHOW CUCTEMBI
06bIYHbIM U XXU3HEHHO HEOBXOANMbBIM SIBASETCA 3NUMUHALLNA HEHYX-
HbIX K/IeTOK, W 3TOT MPOLECC OCYLLECTB/IAETCA C NMOMOLLbI anonTo3a.
JTOMY ABNEHMIO C TEUEHMEM BPEMEHMN OTBOAUTCS BCe 6OMbLUE MecTa B
MONEKYNSPHON reHeTUKe pas3BUTHUS.

ANoONTO03 — reHeTMYecKn 3anporpaMmMmnpoBaHHoe “camoy6uiicTeo”
KNeToK. TepMUH MPOUCXOAUT OT FPevyeckoro CfoBa, OMUCbIBAKOLLEero
pacTeHus npu nuctonage. bnarogaps anonTo3y OCYLECTBAATCS:

* (opmoob6pasoBaTenbHbIe MPOLECCHI;

e TOYHas perynaums Konu4yecTBa KMETOK B TOM WM WHOM KeTou-
HOM aHcambrne;

e ypaneHue NULLIHUX WM MOTEHUMANbHO OMacHbIX KNeToK, nogo6-
HbIX HEKOTOPbIM TUMaM NMMQOLMNTOB;

e yjaneHne onyxoneBblX KNeTOK;

e ypaneHne KNeToK MHMULMNPOBAHHbLIX BMPYCOM.

B UEM 3AK/TIOYAIOTCA OTANUYMNA AMNOMNTO3A
OT OBbIYHOW HEKPOTUYECKOW TMBEJIN KNETOK?

AnonTo3 cnefyeT OTANYaTh OT 0ObIYHO HEKPOTUYECKO
rnbenn knetok. lMocnegHss, Kak NpasBuo, Bbl3bIBAETCA OCTPbIM MO-
BPeXAeHNEM KEeTKU, KOTOPOe XapakTepusyeTcs ObICTPbIM ee Habyxa-
HWEM ¥ NU3MCOM. B MpOTMBONONOXHOCTL 3TOMY anonTo3y CBONCTBEH-
Ha cneym@uyeckas eHOMEeHONOrns:

m KoHpaeHcauuMsa KNeTouHoro agpa v gerpagaumns sgepHoin AHK no-
CPeACTBOM 3HAOHYKNEONNTUYECKOro Ap0o6aeHns XxpomocomHon AHK,
pacnagatouleiica cHayana Ha 6onblwimne parmeHTsl (50—300 K6), a
3aTeM Ha OYeHb Mesnikume gparmeHTbl (puc. 10.1).

m [n6enb KNETOK B Cly4Yae anonto3a — “camoy6miicTBo”, M60 B KneT-
Kax ‘“cpabaTblBaBeT” BHYTPEHHAA Mnporpamma ux rubenu, BKIHOYato-
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Puc. 10.1. N3aMeHeHNA CTPYKTYPbl KNETKN Mpwn
anonTto3se (no: Lewis, 1998).

A — HopMmanbHasa Knetka; b — KneTka, U3MeHeHHas npu
anonTose. O6paljaloT Ha ce6st BHUMaHWe KOH/JEeHCUPOBaHHbIe
(hparMeHTbl A4epPHOro XpoMaTuHa

LLas aKTUBALMIO 3HAOTEeHHbIX NpoTeas. B
CBAA3U C 3TMM anonTo3 YacTo Ha3blBaloT
NporpaMmMnMpoBaHHOW KNeTOYHOMN cMep-
Tot0 (PCD).

ANonTo3 perynmpyeTcs MexKnetou-
HbIMW OTHOLLEHUAMMU, B pe3ynbTaTte Yero
OpraHn3M MOXeT 3IMMUHUPOBATb HeXe-
natefibHble KeTKu.
m AnNonTo3 XapaKTepusyetcs yTpaToi
MUTOXOHAPWANBLHON (PYHKLUK, 4TO no-
3BONSET NPEAMNONOXKMUTL UX BAXXHYIO POSib
B perynsiymm aToro npouecca. lNnasma-
TUYeckns Memb6paHa Mpu anonto3e oc-
TaeTca Lenoi.
m OnucaHbl reHbl, KOHTPONMUPYlOLWMe anonTo3. Tak, paHHee u3yye-
HVe anonTo3a Nokasaso, YTo NeKapcTBa, KOTOpble GIOKUPYIOT CUHTES
6enka, npefoTBpaLlalOT anonTo3 W, c/nefoBaTeNbHO, 3anporpaMmmu-
poBaHHas (opma rmbenn KneTok TpebyeT CUHTe3a cneuupuyeckmnx
6enkoB (0CO6EHHO XapaKTepHbI** ABNAETCSH CUHTE3 aHHEKCUHA) U COo-
OTBETCTBEHHO 3aBUCUT OT KOAMPYHOLWMX X reHoB. OiHaKO MHOraa aTu
BeLLecTBa MOryT MHAYLMPOBATL anonTo3, YTO CBUAETENLCTBYET O MO-
CTOSAHHOM NPUCYTCTBUN MOJNIEKYN-3DPEKTOPOB anonTo3a B KNeTKax
mfiekonuTawwmx. Hanprumep, BbICOKME KOHUEHTpaLuu UHrubutopa
NPOTENHKMHA3bl CTaypocnopuHa MHAyLmpytoT PCD BO MHOIMX Tunax
K/METOK, B KyNbType TKaHel, BKAOYas ONUro4eHAPOUNTLI U UX Mpea-
LIECTBEHHNKWN, KNETOYHbIE NUHWUKN (PUOP061ACTOB 4YenoBeKa, anuTe-
NnanbHble KNeTKN XpyCTannka U XOHAPOUUTbl. Bo Bcex aTMX cny4asx
NHrM6MTOPBLI CUHTE3a PHK mnn 6enkoB He 6710KMpyOT anonto3. bo-
Nee TOro, KNeTKW, Y KOTOPbIX ffpa yAaneHbl ¢ NOMOLLbIO LuTOXanasu-
Ha WAU LEeHTPUQYrnpoBaHus, Bce elle MOrnbarloT C XapaKTepHbIMU
npusHakamy PCD.
m B cBA3M C AaHHbIMM MOAO6GHOr0 poja NPUHATO CUUTaTb, YTO BCE
6enkun, Tpebyemble AN OCYLLECTBMEHUS anonTo3a, KOHCTUTYTWUBHO
3KCMPECCUPYIOTCH B KeTKax MaekonuTarlwmx. NoTpe6HoCTb B CUHTE-
3e PHK n 6enka agns nHAyKUMW NpOrpaMMUPOBaHHOM KNETOYHONR ru-
6enn MOXeT oTpaxaTb MOTPEBHOCTbL B CMHTE3e MOJIEKY/, aKTUBUPYIO-
LMX y>Ke CYLLecTBYOWMA MexaHusm PCD, a He B CUHTe3e KOMMOHEH-
TOB, OCYLLECTBASOWMNX 3Ty rnbenb.
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®A3bl AMNOMTOS3A. NEHbI, EF'O KOHTPOJINPYIOLWWNE

AnonTo3 — fiBNeHUe yHUBepcanbHOe, CBONCTBEHHOE Ca-
MbIM pa3NMYHbIM BUAaM XUBOTHbLIX. B 80-e rogbl XX B. 66110 NoKasa-
HO, 4TO y Kpyrnoro yepsa Caenorhabditis elegans u3 coctaBnsOLWMX
ero 1090 KneToK B Xo4e sMO6pPNOHaNbLHOIO pasBMTnA nornbaet nocpes-
cTBoM anonTto3a 131. Y C.elegans nporpaMMmnpoBaHHYo rnbenb KNeTok
NPUHATO NogpasgenaTs Ha 4 ctagumn (puc. 10.2):

1) pelleHne 4YTO AaHHas KNeTka MormbHeT unum BbibepeT Apyryto
cyaboy;

2) rnbenb KNeTku;

3) nornouwieHune (engulfment) rnbHywein kneTkn garoyuTom;

4) perpafauus NOrioWeHHOro Tena.

bnarogapsa ypobetey C.elegans, MMEHHO Yy Hero yaanocb BrepBble
BbIAeNNTbL MyTauuun, Kotopble BAnanu Ha PCD. OKa3anocb, YTO reHbl
ced-3 n ced-4 n sBnATCS reHamu cmeptu. eH ced-9 — aHTM-anon-
TO3HbIWA reH, akTUBHOCTb KOTOPOro MpejoxpaHaeT KAeTKu oT anonTo-
3a. B cnyvae gethekta B CE09-6enke, obnagatolieM npoTeasHo ak-
TUBHOCTbH, BbIKMBaKOT BCe 131 KneTka, KOTOpble B MPOTUBHOM Cly-
Yyae 6bInn 6bl 06pedeHbl Ha rnbenb NOCPeACcTBOM anonTo3a.

Y mMnekonutawwmx 6bin 06HapY>XeH reH bcl-2, MAEHTUUYHBIA OH-
KOTEHY, 3alMLLaloW il UMMYHHbIE KNETKU, a TakKe HepBHbIE KNeTKU
oT anonto3a. O6a reHa 6bIM CEKBEHWPOBaAHbI, 1 ObINO HalAeHO, YTO

Mornowatollas kneTka

Peterve
o rnéenun ruéens Mornowexre Lerpagaums
m O
3poposas KoMmuTMpOBaHHas Mm6HyLan
KneTka K rnéenu KneTka
3/0poBast KneTka
2 A\p I d-9 ced-7 et
ces-2— \ces-l-——- » ced- ced-2
ced-5
eql-7 ced-
g ced-3 ced-7
ced-Y ced-8
ced-10
Creuydpieckmne KneTku Boe rvbHyluMe KIETKM

Puc. 10.2. MeHeTU4yecKMin NyTb NPOrpammMuUPOBAHHON KNETOYHOW rumbenun y
Caenorhabditis elegans (no: Steller, 1995).

Bbino BbigeneHo 14 reHoB, KOTOpble Ha Pas/IMYHbIX CTaAuAX OKa3blBalOT BAUAHWE Ha 3TOT MpoLecc.
MyTaunm, KOoTopble BAMAIOT Ha pelleHne MorubHyTb, AeACTBYIOT TONbKO B ManoM KOAWYecTBe KNeTok. B
NPOTMBOMOJIOXHOCTb 3TOMY F€Hbl, BOB/IE4EHHbIE B peannsaymnio Bcex nocnenoBaTe/ibHbIX CTa,qVIﬁ KNeTOYHOW
FI/I6€I1VI, ABNAKOTCA 06LL[VIMVI ANA BCEX COMATUYECKMX K/IETOK 3TOro opraHusma. AKTUBHOCTb reHoB ced-3 n
ced-4 CTUMYNNpyT rnéenb KneTok, B T0 BpeMA KakK aKTMBHOCTb reHa ced-9 npepoTtepaliaet aTo cobbiTue,
"cnacaet” KNeTky ot rnbenn. YcrTaHoBNEHbl 3NUCTAaTUYECKNE OTHOLWEHNA Mexay 3aTUMKU reHamu. CUMBONbI:
-> — NO3NUTUBHaA perynauuna, 4 — HeraTuBHasa perynayns
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C.elegans Yenosek
ces-2 ices-J
Hopma Ces-2-------- Ices-1............ |PCD Uke TiKe? e,
PeflyLuypoBaHHas aKkTMBHOCTb PepyumpoBaHHasi aKTMBHOCTb
KneTku-cecTpbl rMBHYT Mpo-B-kneTku rmMGHYT
AHomanus Koo—

YBenmyeHHas akTUBHOCTb

KneTku-cectpbl
nepexvsaT

YBennyeHHasa akTUBHOCTb

[po-B-knetkn
nepexmBarT(OHKOreHe3s)

Puc. 10.3. Mogenb ponu B KNeTo4Hoin rmbenn 6enkos CES-2 n oHkonpoTenHa E2A:
HLF (no: Metzenstem, 1996).

B HopManbHbIX cecTpuHCKMX knetkax NSM C.elegans unu B yenoeyeckux npo-B-kneTkax akTMBHOCTb
reHa ces-2 WA 4YeNOBEYECKOrO ero romosnora penpeccupyeT (MMHWS ¢ BEPTUKaNbHOW NONOCKOIA) aKTUBHOCTb
reHoB, NpeAoTBpaLlalOLWMX KNeTo4HY rnéen, — ces-1 y C.elegans unu nofo6HbI reH y yenoseka. JTa
penpeccus npefoTBpallaeT TOPMOXEHWEe NPOrPaMMUPOBAHHON KNeTOUHOW rnbenn (NpepbiBUCTAs UMHUSA), U
KNeTKM norubator.

Mpu aHOManuu B MyTaHTax ¢ yTpaToii hYHKUMK Ces-2 pefyKLus COOTBETCTBYIOLLE/ i aKTUBHOCTI BedeT
K YBENNYEHWNIO aKTUBHOCTK ces-1 (OKMPHbI WwpndT), B pe3ynbtate Yero 6n10KupyeTca KnetoyHas rnéens. B
npo-B-kneTkax yenoseka E2A:HLF cnnBwuiica 6enok akTuempyet (CTpenka) akTUBHOCTb ces-/-NOJ06HO-
ro reHa, 4Tto BefeT K 6710Kafe NPOrpaMMMpPOBAHHON KNeTOYHOW rméenn u cnoco6CTByeT OHKOreHesy

reH ced-9 Ha 23% wupaeHTU4YeH reHy bcl-2, obnagatowemy cxXonHoMU
(yHKuUnen. Mpu 3TOM reH bel-2 MoXeT pyHKLMOHaNbHO 3amellaThb reH
ced-9y C.elegans n cnacaTb MyWITHTOB OT runbenu.

Mpu npoBefeHUK CKpuHMHra mytaHtoB C.elegans, KOTopble M3Me-
HAMW NaTTepH 3KCMpeccunm HelpoTpaHCMUTTEpPa CepOTOHMHA, OOHa-
PYXXEH TeH ces-2. VIMeKTcs reHeTMyeckme CBUMAETENLCTBA B NOMb3Y TOTO,
4TO 3TOT reH AeiCTBYeT Kak pernpeccop Apyroro reHa — ces-1, u Ta-
KUM CrMoco60M WHTMOGMpPYeT aKTUBHOCTb FEHOB, AETEPMUHUPYIOLLINX
rnéenb CEpOTOHMHCOAEPXALMX HEPBHbIX KeToK (puc. 10.3). Y XnBoT-
HbIX C MyTaLuUAMK, NpepbiBalOWMMK (DYHKLMIO TeHa ces-1, Te cepoTo-
HUHCOZepXKale KNeTKW, KOTopble OblN MpefeTepMUHUPOBAHbI K
rnéenun, He MpeTeprneBaldT anonTos.

MyTauun ¢ yTpatoii (OyHKUNW FeHa ces-2 BbI3bIBAKOT MOSB/IEHME B
rN0TKe pa3BUBAIOLLErOCsA YepBsa ABYX AOMONHUTENbHbLIX CEPOTOHUHCO-
JlepXKalinx HelpoHOB. JTK ABe KNeTKN 0603Ha4aloT Kak NSM-Heipo-
Hbl. B npouecce HOPManbHOro PasBUTWSA OHU NpeTepneBatoT anonTos 1
normbaroT, ay ces-2-MyTaHTHbIX XXUBOTHbIX BbDKMBAIOT. [eH ces-2 yHu-
KafeH B TOM CMbIC/e, YTO ero MHaKTUBaL A AeliCTBYET Ha BbIXXUBaHUE
TO/IbKO [ABYX K/METOK. JTOT reH — uneH cybcemeincTBa reHoB, KOToOpoe
KOLMPYET TPaHCKPUNUMOHHbIE (DaKTOPbl C NEALUHOBLIM 3UNNEPOM
(3acTexkkolt). Apyroil TpaHCKPUNLUMOHHBIN (hakTop M3 3TOro cybee-
MeiCcTBa — TaK Ha3blBaeMblii (hakTop neyeHOYHON neitkemum (HLF)
6bl1 OTKPBLIT B CBSA3XM C TeM, YTO OblN /IOKA/M30BaH Ha CTOPOHE Xpo-
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MOCOMHOI TpaHCNOKaunm, KoTopas ABAAETCA XapaKTepHbIM MpU3Ha-
KOM OCTPOIi NeKoUuNTapHO neiikemun. XumepHole 6enkn E2A-HLF,
BO3HMKalOLMe B pe3ynbTaTe 3TOW TpaHcaokauuu, npegoTepauiaro!’
rméesb KNeTOK B OTBET Ha amONTO3HbIA CTUMYN. Takum 06pa3oM, 3Tu
XUMepHble BeNKW YBeIMUMBAKOT KONMYECTBO pa3BuBatoLwmuxcs numgo-
uMTOB, NpefoTBpaLas uMx rnbesns.

B KOHEYHOM uTOre eCcTb OCHOBAHMWA MNpejnonararb, YTO reHeTUYec-
Kas nporpamma anonTo3a KOHCEpBATUBHA W YHMBepca/bHa OT Yepss [0
yenoseka (puc. 10.3).

Bnarogaps aToMy 6blM HalfeHbl MHOFOYMC/IEHHbIE TOMOOMUY-
Hble TeHbl, TAK WM WHaye CBA3aHHble C peanunsauueil BHYTPeHHel
nporpammbl rm6enun KneTok —anonTo3a. NMouckK roMmonoros reHos ced-
3 1 ced-4 ocyLLecTBNANCA MYTEM CKPUHMPOBAHMSA FeHHbIX 6HaHKOB CX04-
HbIX MOC/nefoBaTeNlbHOCTEN. TaknuM NnyTeM OblT 06HAPYXKEH HOBbIN TEH,
koaupyrowwmin 6enok ICE (interleukin-lbeta-converting enzyme). 370
npoTeasa, KOTopas akTUBMPYET UHTepnelKnH-16eTa, BaKHbIA Meau-
aTop BocnaneHus. eH, kogupyrowuii ICE, BNosHe MOXET ObITb OTHe-
CeH K reHam camoy6uiicTBa 4efioBeYECKUX KNeTOK. [pu cpaBHeHUU
6enkoB ICE n CED-3 HalifeHo, 4T0o 28% UX aMUHOKMUCAOTHbLIX Nnocne-
[,0BaTeNIbHOCTEN NAEHTUYHbI, BK/IOYas aKTUBHbIE CcaliTbl, OTBETCTBEH-
Hble 3a NpoTeasHyl akKTUBHOCTb 6enka ICE. Yuactue ICE B KneTtou-
HOW caMogecTpyKuun 6bino y6eanTenbHO NOKasaHo B 3KCMEPUMEHTax
C NepeHOCOM reHa ice B Ky/IbTypY KPbICUHbIX K/1eToK. Mpu 3TOM 0Ka3sa-
NOCb, YTO NPOAYKUMSA 3TOro 6enKa youBaeT KMeTKMW.

AMOMTO3 N HENPOTPO®UYECKNE ®AKTOPbI

[ob6aBneHne K KynbType HEpBHOI TKaHW (haKTopa pocTa
HepBoB (NGF) cnocob6CcTBYeT nepexunBaHUIO KNeTOK B KynbType. Ecnu
NGF yganuTb, HepBHble KNeTKWU MMOHYT. MUKPOUHBEKL WY B KYNbTU-
BUpPYeMble HEMpOHbI BekTopa, cogepxallero crTA AHK nog KoHTpo-
nem npomoTopa 6eTa-aKTWHa LbINAEHKa, 06ecneynBaloT nepexunsa-
Hue A0 90% WMHbELMPOBAHHbLIX HEMPOHOB B OTCyTCTBME NGF.

B xofe HOpPManbHOro pasBUTUA HEPBHOI CUCTEMbl MO3BOHOYHbIX
oKono 50% un 6onee HepBHbIX KNETOK MOryT NOornbHyTb Mocne ToOro,
Kak 6yayT YyCTaHOBJIEHbl CUHANTUYECKUNE CBA3M C K/IETKaMU-MULLEHA-
Mu. MaccusHas rmbenb KNeTok 0TpaXkaeT OTCYTCTBUE afleKBATHOr0O KO-
NnyecTBa cneyupuuecknx HempoTpodumyecknx HakTopoB, KOTOpble
NPOAYLMPYIOTCA KNeTKaMU-MULLEHAMU U TpebytoTca AN nepexuBa-
HUA HeipoHOoB. B onbiTax Ha pa3suBatowmxcsd N GF-3aBUCUMbIX CUM-
NaTUYeCKUX N YYBCTBUTENbHbIX HEMPOHAX, OKO/I0 MOMOBUHbI KOTOPbIX
FMOHYT B XOfe OHTOreHesa, OblM NOMAYYEHbl AOMNOMHUTENbHbIE AaH-
Hble O PO HeMpopocTOBOro (hakTopa B perynsuum anontosa. Ecnu
nepuHaTanbHbIX XUBOTHbIX 06paboTaTb 3k30reHHbLIM NGF, To Hop-
MafibHas rnbenb KNeTok 6yneT B 3HAYMTENbLHON CTeneHu npefoTepa-
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Puc. 10.4. OT cooTHOWeHUSA aBYyx 6enkoB BCL-2 n BAX 3aBUCUT XMWU3Hb WU CMEPTb
KneTkn (umT. no: Science, 1994. V.263. P. 754)

LLeHa, B TO BpeMs Kak ecnn ux obpabotatb aHTUTenamm K NGF, no-
4TW BCE 3TV HEMpPOHbI MOrubatoT.

B3AVMMOJAEWCTBUE FEHOB AMOMTO3A

eH ced-9 Heob6X0aUM A4NA NepeXXnBaHUA KNETOK TOMbKO
Torga, Korga reHbl camoybuiicta ced-3 u ced-4 (PYyHKLWOHUPYIOT.
CnepoBatenbHo, reH ced-9 npenATcTBYeT aKTMBHOCTM reHoB ced-3 u
ced-4. CxogHble B3aMOOTHOLLIEHMA OTMEYeHbl U Mexay reHom bcl-2 u
ICE B KkneTkax Mjekonutalwmx. Eciv ypoBeHb akTUBHOCTU bcl-2 Bbl-
COK, TO YCNnoBuWiA, B KOTOpbIX akTusupyetcs ICE, He cyulecTByeT. Ogf-
Hako npucyTcTBus 6enka BCL-2 BoBce HefoCTaTOYHO, YTOObI 3alu-
TUTb KNeTKn oT rmbenn. Okasanocb 4yto BCL-2 B3aMMOAECTBYET C
6enkom BAX. DTOT npoAayKT cBA3biBaeTcs ¢ 6enkom BCL-2 n Kak 6bl
MOMOraeT eMy 3alNTUTb KNETKKN OT rnbenn. Ecnn 6enok BCL-2 npu-
CYTCTBYeT B K/eTKe C M3ObITKOB, OH CBA3blBaeT Becb BAX, u ocTas-
Wwuecs monekynbl BCL-2 coefuHAOTCA Apyr ¢ Apyrom. B aTux ycnosu-
AX K/eTKa BbDKMBAET.

C apyroi CTOpOHbI, ecnu B KneTke npeo6nagaet 6enok BAX, oH
cBA3biBaeT Becb BCL-2 n 3a cueT CBOE M36LITOYHOCTM (hopMuUpyeT
Takke coefHeHne BAX-BAX. B 3TuUX ycnoBusix KfeTka normbaer
(puc. 10.4). 9TO 3HAYUT, YTO BO BpeMA WHAMBUAYa/IbHOTO Pa3BUTUSA
oTHoweHne BCL-2/BAX [JOMKHO MagaTb KO BPeMeHuW, Korga cooT-
BETCTBYIOLLME K/IETKN HALJIEXUT yAannTb C MOMOLLbIO anonTto3a. Ha-
npuMMep, ypoBeHb cofepxaHus BCL-2 BbICOK B He3penbiX T-numgo-
unTax, HO nNagaeT TOYHO K TOMY MOMEHTY pa3BUTUA, KOrAa nocrynaet
CUTHan youtb KNeTKu.

OfHako Ha3BaHHble [iBa reHa — He eAMHCTBEHHble KOHTpO/epsbl
KNEeTOYHOM rnéenn. Y “HokKayTMpPOBaHHbIX” MbILel C OTCYTCTBUEM FeHa
bcl-2 Habntoganacb N36bITOYHAs rnbenb KNETOK B HEKOTOPbIX TKaHAX,
BKIOYas pas3BuBatolLMecs MOYKM W TUMYC, rde AuddepeHLmpyoTcs
T-numgoumnTel. OfHaKO Apyrue TKaHW, B TOM YMCNe HepBHas, pa3Bu-
Ba/IMCb HOPManbHO. 3TO 03HAYaeT, YTO CYLLECTBYIOT U Apyrve nofo6-
Hble bcl-2-reHbl, CMOCOOHbIE 3aWMTUTL KNEeTKU HEKOTOPbIX TKaHel oT
nporpaMMuUpoBaH UHOI Trnbenn. OAUH TakoW reH Obll 0BHapPYXXEH K
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Cell-cell DDreceptor_ ICE-like

interactions complexes ’ pro-caspase
(roughest) T

Deprivation of IAPs

trophic factors
reaper ;chéazsélaksz Proteolysis,
g:]ilrﬂ N (DoP-Y, (lamins,?) WApoptosis

driCE?)
Block of cell f.

differentiation 7
Radiation

Puc. 10.5. Kacnaso-kackagHas mMogenb MHAYKLMK anonTo3ay gpo3ogunsl (no: Steller,
1995; Flay et al., 1995).

[eH Ap0O30GUNbI reaper CyXWUT YHUBEPCAIbHbIM aKTMBATOPOM arnornTo3a B OTBET HA pasiuyHble NHAY-
uupytolne rn6enb curHanbl. [eneunm, BKAOYaoLWme 3TOT reH, NoAaBAftoT rnbeb KNeTOK B OTBET Ha 3TK
curHanbl. FeH reaper YHKUNOHUPYET Kak Perynstop W He sBASIETCA 4acTblo OCHOBHOTO 3((eKTOPHOro
MeXaHN3mMa NporpaMMUPOBaHHOI TNGENN KNeTOK. <----UHAYKTOPbI; k-----UHTMGUTOPbLI. Kacnasa —hepmMeHT
C MPOTEONUTUYECKO aKTUBHOCTbIO

HasBaH bcl-x. OH KogmpyeT ABa 6enka: 60MbLIOK ANMWUHbI, KOTOPbIN
3aWuwaeT KynbTUBMPYEMble NUMQOLUTLI OT TM6enn, n KOPOTKUMA,
KOTOpbI cnocobeTByeT mx rubenn. MNpegnonaraetcs 4to 06e opmbl
BCL-X-6enka moryT 06pa3oBbiBaTb KOHKYpUpYHoLMe napbl Hanogobwue
BCL-2 n BAX.

O6Hapy>XeHbl TakXe Apyrue reHol 1 6eaKn, y4acTBYHOLWME B KOHT-
pone anonto3a. B yacTHocTu, 6enok p35 13 H6akynoBupyca okasbiBaeT
3alMTHOE AeiiCTBME MPOTMB NMPOrpaMMbl CMePTU. Y ApP030( MLl ObiN
M30NMpoOBaH reH reaper (rpr), KOTOPbIA akTUBMPYeT anonTo3, Bbl3-
BaHHbIA BHELUHUMMW W BHYTPEHHUMW CTUMynaMu. Y 3M6pUOHOB Apo-
3o0tunbl reaper MPHK cneuudunyeckn nokanusyercs B KNeTkax, Ko-
TOopble 06peyveHbl Ha rnbenb. Havano skcnpeccum reHa rpr npejule-
CTBYeT Ha 1—2 yaca nepBbIM MOP(OIOrMYECKUM NpPU3HAKaM anonTosa.
OH KoamnpyeT HebONbLION nonmnenTug u3 65 aMMHOKUCAOT, KOTOPbIA
He MMeeT CYLLeCTBEHHOr0 CXOACTBA C APYTMMM U3BECTHLIMU BenkaMu.
HeT nHopmaumnun 1 o ero 6uonoruyecknx yHkuumax (puc. 10.5). N3-
BECTHO OAHAaKO, YTO 3TOT FeH 6bICTPO MHAYLMPYETCS MOA BANAHUEM
X-Nyyeil 1 4TO MHOTMe CUTHa/bHbIe NYTW anonTo3a KOHBEPTUPYIOT Ha
reH reaper. Mo-BMAMMOMY, TeH reaper ABMSETCA YHUBEPCA/bHbIM akK-
TMBATOPOM anonTo3a Yy Ap030(usbl U KOAUPYeET PerynsTopHyo Mone-
Kyny, 3anycKaloLwylo anonTOo3HbIA LUK

OPYTVE ®AKTOPbI, AENCTBYIOWME HA AMOMTO3.
AMOMNTO3 N BOJIE3HU

HakoHel, B perynsaumy anontosa y4yacTBYHT TakXke Bbl-
COKOpeaKTMBHble CBOGOAHLIE pajukanbl. Kpome TOro M3BECTHO, YTO
BCL-2 MOXeT 6/10KMpoBaTh MX (hOpMUpPOBaHME UK IPEHEKT.
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IMOCKONbKY B MHOTOKNETOUYHbIX OpPraHU3Max roMeoctas noALepxu-
BaeTcsl 6narogaps 6anaHcy mexay KNeTouHoW nponudepaunein n ru-
6enbilo, anonTo3 UrpaeT CyLLeCTBEHHYIO PO/b B MATOMEHE3e U JIeYEHUN
pasnnyHbIX 60ne3He.

KnetoyHas nponudepaumns ecTb Npouecc, perynmpyemblidi ¢ BbICO-
KOW CTeneHbt TOYHOCTU MHOrMMU thakTopamu. Hanpumep, akTopbl
pocTa 1 NPOTOOHKOTreHbI ABAAOTCA NO3UTUBHLIMU PErynsTopamu Kie-
TOYHOrOo LMKNa. eHbl-cynpeccopbl ONyxonei feAcTByeT B NPOTUBO-
MONOXHOM HanpaBfieHUU. N3BECTHbI U MHOFOYUC/IEHHbIE ApYyrye UH-
rMouTOopbl M MHAYKTOPbLI anonTo3a, 4YTo M03BOIMAO0 MOCTPOUTbL TUMO-
TEeTUYECKY0 MOAEeNb PErynsiuun reHeTMYecku MporpaMMUpOBaHHONM
CMepTU KNeToK. B OCHOBE 3TOl MOAENU NexaT Te CXeMbl, KOTOpPble Npu-
BefeHbl Ha puc. 10.1—10.5. K HUM fo6aBnsieTcsa MHOXECTBO pas3fnuny-
HbIX (DaKTOPOB, TaK WK MHAYe MOAUPUULUPYIOLLNX 3 PEKT OCHOBHbIX
KOMMOHEHTOB anonTo3HOM peakuyuu. MNMokasaHo, YTO HECMOCOBHOCTb
KNeTOK K anonTo3y MOXeT 6bITb OAHUM K3 PakTopoB, 06ycnoBnMNBato-
WMX naToreHe3 pasfiMyHbIX 3abo/eBaHWii YenoBeKa, BK/OYas pak,
ayTOMMMYHHble 3ab0/eBaHUSA U BUPYCHble UH(peKuun. Mexay Tem
MHOr1e 3a60neBaHNsA, XapaKTepu3ytowmecs yTpaToil KneTok (Helpo-
fereHepatuBHble 601€3HU, CUHAPOM UMMYHOAe(hULNTA, OCTEONOPO3)
MOryT 6blTb Bbl3BaHbl HEHOPMAaNbHO YCKOPEHHOW (hMU3MONOTrNYECKOl
rmoenblo KeTok.

Cneuunuyeckas Tepanus, HanpasfieHHas Ha YCU/eHWe WKW, Ha-
NPOTUB, Ha CHWXEHWEe YYBCTBUTENIbHOCTU WHAMBUAYANbHbLIX TUMOB
KNeTOK K WHAYKUUW anonTo3a, ABASeTCS OCHOBOW fieYeHMs Lenoro
psga 6onesHein. eH bcl-2 akTuBeH B 60/bLUMHCTBE YeNOBEYECKMX (hOS-
NUKYNAPHBIX TMMQOM, TakK YTO BHayase OH Jaxe paccMaTpuBancs Kak
OHKOTeH, HO Obl/I0 HAlAEeHO, YTO OH Maso CNocobeH MM BOOGLLE He
cnocobeH 6naronpuATCTBOBaThL K/ETOUHOW nponudepauunn. unep-
akcnpeccus reHa bel-2 cneymguyeckn npegoTepallaeT KNeTKU OT MHU-
LWUMPOBAHHOIO Pas3/IMYHbLIMU CTUMYNATOPaAMM anonTosa.

BBegeHue reHoB, KoTopble MHrMoupytoT bel-2, nHgyumpyet anon-
TO3 Pa3NUYHbIX OMYX0eBbIX KETOK. BO3MOXHO, MHOTUE ONYyX0/N He-
npepbIBHO UCNonb3yoT BCL-2 unu npofyKTbl POACTBEHHbIX TEHOB /15
NnoAaBfeHNs KNeTOYHOW rmbenn. B COOTBETCTBUM C 3TOW TrMMOTe30M
akcnpeccus reHa bcl-2 6bina npusHaHa nokasaTtesem nNJoxoro npo-
rHO3a B pPa3BUTWM paka NpeAcTaTeNnbHOW Xenesbl, paka KULWeYHnKa u
Heilpo6iacToMbl. B pasHbIX IMHUAX OMYXO0NeBbIX KAeTOK ruMmepakcn-
peccusa bcl-2 unn poacteeHHoro reHa bcl-x npegoTepalwiaet rubenb
KNeTOK Nnpu BO34ENCTBMM XUMUOTEPANeBTUYECKUX areHToB, TakKnUX Kak
apabuHo3ng, meTaTpekcaT, BUHKPUCTUH U unucnnactuH (puc. 10.6).

MHorve xemoTepaneBTUYECKME areHTbl BbI3bIBAOT MOBPEXAEHME
OHK. T'mbenb KNeToK B OTBET Ha 3TV MOBPEXAEHMSA B GONbLUMHCTBE
cly4yaeB fABfSeTCA pe3ynbTaToM anonTto3a. OKas3anoch Takxe, 4To Ans
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AkTunBauus Liutotokcnueckue
peuenTopos ruéenu T-kneTkun

AKTUBALMA

Ypanevve rOHAOHYKNEA3bI
¢hakTopa pocTta

LLEHTPAI'IbeII7I AKTUBALINA * ANBTEPALMU
CUFHAN TUBENW-=-NPOTEA3(1CEN *MOBEPXOCTU » PATOLIMTO3
Yy KNETOK | KNETOK
/p53 -T 8CL2
HapyiieHne*
5 OHK * PEOPTAHV3ALIAS

LUMTOCKENETA
Meptyp6auyun B meTabonmame
WN KNETOYHOM UuKNIe

Puc. 10.6. TmnoTeTnyeckasa MOfeNb perynsaumm rnbenn KneTok B pesynbTaTe anon-
T03a (Mmo: Thompson, 1995).

OCHOBHas Macca rMGHYLWNX KNeToK yanseTcs nocpejcTBoM arouutosa

Haya/ibHbIX 3TanoB anonTo3a TpebyeTcs NPoAyKT reHa p53. KnetouHas
rnéens B OTBET Ha nospexaeHue JHK mMoxXeT ObITb Takxe npefoTBpa-
eHa B pe3ynbTaTe BbICOKOW CKOPOCTWM amnianguKauum HeKOTOPbIX
reHoB B /"55-Ae(MUUTHBLIX KNeTKax.

KneTku, He nofsepriuvecs anonTto3y nocne nospexgeHuii AHK,
MOryT 6bITb 60/1€€ CK/IOHHLIMU K 60/IbLUEMY HAKOM/EHUIO TeHeTuYec-
KUX U3MEHEHUI MO CPAaBHEHUIO C HOPMa/bHBIMUK KieTKamu. VMeroTcs
[aHHble, KOTOpble MOATBEPXAAlT, YTO TOPMOXEeHMe anonTto3a 6onee
BXHO B pa3sBUTUM MaiUrHU3aLumM, 4em npegnonarany paHsiie. OfHO
13 06BbACHEHNI OHKOFEHHOWN TpaHCopMauumn KNeToK 3aKi4vaeTcs B
JONYLWEHUN AUCPErynsLMmM reHoB, KOTOPblE KOHTPOJIUPYIOT KNEeToY-
HOe fieneHune, TaKMX Kak reHbl, KOAUPYHOLINE LUKIUHBI U LUKINH3A-
BMCMMblE KMHa3bl. B HOpMe KNeTKM “cnocCoBHbI” permcTpupoBaTb Ta-
KO gmcbanaHC M OTBeyaTb Ha Hero anonTo3oM. AMOMTO3, ClefoBa-
TeNbHO, MOXET ABNATLCA MEXaHU3MOM 3alUThl OpraHn3Ma oT K/IeToK,
npeTepnesBLUNX FEHETUYECKME M3MEHEeHUs, KOTopble npeapacnonara-
0T MX K nponugepaunn. Hanpumep, B OTCYTCTBUE APYrMX TpaHcgop-
MUPYIOLNX COBLITUIA AUCperynauus /nyc-oHKoreHa BefeT K MHAYKL MK
anonTo3a B (hubpob6iacTax, KynbTUBUPYEMbIX Ha 00eAHEHHOW cpefe.
OfHako ofjHOBpeMeHHas runepakcnpeccus reHa bcl-2 npegotspatya-
eT anonTos.

Eule nBa 3ab0neBaHWsA accoOLUUPYIOTCA C FEHETUYECKM Nporpam-
MWPOBaHHON rnbenblo KNeToK — UHMapKT MUOKapha U cucTonmnyec-
KWl ygap. 9T 60/1e3HM BO3HMKAIOT KakK pe3ynbTaT OCTPOro Hapylue-
HUS KPOBOCHAa6XeHUs (Mwemusi). B 060mx cnyyasax KNeTKU BHYTPU LieH-
TpasbHOro nons uwemuy ObICTPO MornbdatoT BCAEACTBUE HEKPO3a.
O[ZHaKO CHapy>XXu ULLEeMUYECKOro ovara KIeTKuU rmbHyT B Te4eHne 6onee
NPOAOMKUTENLHOIO Nepuoia BpeMeHN U 06HapyXnBatoT Mophonoru-
yeckne U3MEHEHWS, CBOMCTBEHHbIE anonTo3y.

Mwemuns Kak HeiipoOHOB, TaK U KapAMOMUOLUTOB B KYNbType TKa-
Heil TakXke MHAYUMPYET anonTo3. AreHTbl, U3BECTHbIE KaK MHIMBUTO-
pbl anonTo3a, OorpaHM4YMBalOT pasMepbl MHPapPKTa.
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14

Jsontouns PCD, no Bcelh BEPOATHOCTU, CXOAHA C 3BO/OLINEN Te-
HeTUYeCcKOro pasHoobpasvs BOO6OLLE, KOrAa CKNafbiBaOTCA MONEKy-
NAPHO-TEHETUYECKME MexaHM3Mbl, oGecneymBatoLlme Heob6X0LUMbIIA
6anaHc nponudepaymm n caMogecTpyKLUM KNeToK, KOTOPbIA co3gaeT
AN OpraHn3Ma MaKCUMMasbHble YC/IOBUS PasBUTUS M afanTauuin.

PekomMeHzyeMasi uTepatypa

1 KopoukuH J1.A. BeegeHue B reHeTuky passuTus. M.. Hayka, 1999.
2. Steller H. Apoptosis//Science. 1995. V. 267. P. 1443—1449,

Bonpocbl 4519 NoBTOpEHUsA

YTto Takoe anonto3?

B yem oTAn4me anonTo3a OT 06bIYHON HEKPOTMYECKOWN rnbenn Knetok?
Kakue hasbl npoxoguT anontos?

Kakune reHbl KOHTPONMPYIOT anonTos?

KakoBa ponb HelipoTpodinyecknx hakTopoB B anonTo3e?

Kak B3aMMOAECTBYIOT reHbl anonTosa’?

KakoBa ponb anonTo3a B pa3sBUTUM Pa3NYHbIX 3a60neBaHNiA?
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[[naBa ognHHapguaras

TKAHEBbI/ YPOBEHb 9KCMPECCWN MEHOB

KJIETOYHbIE nonynAunn reETEPOrEHHbI

Kaxfas kneToyHas nonynsaums HeoLHOPOAHA YXKe B cuny

TOr0, YTO BXOAALLME B HEE 3MIEMEHTbI HaxoAAaTCs B Pa3NUYHOM (PYHK-

LMOHa/IbHOM COCTOSIHUM, pa3finyHbIX (hasax KNeTOYHOro Lukna, pas-

NNYHBIX CTaguax auddepeHLMpoBKN uamn gereHepaunn un 1.0. Cyue-

CTBEHHOE 3HauyeHWe ANS pasBUTUS UMEIKT Te BUAbl FETEPOreHHOCTU B

KNIETOYHbIX NONYNALMAX, KOTOPbIE 00YCNOBMIEHbI FeHeTUYEeCKUMMN (hak-

Topamu. K TaKOBbIM OTHOCATCA COMaTMYeCKMil KPOCCUHTOBEpP, COMa-

TUYEeCKMe MyTaummu, ahheKT NoNoXeHnsa, gudhepeHumansHas akTuB-

HOCTb TeHOB (annefbHbIX WKW He-annenbHbiX) U T.40. VX geiicTeue Be-

AeT K BO3HWKHOBEHMWIO MO3aMYHON KOHCTPYKUWUMW TOW WAW WHOW

3aKNafKy M3 KNeTOK, XOTS U 6/M3KUX B MOP(ONOTrMYECKOM U (PYHK-

UMOHANIbHOM OTHOLIEHWMW, HO TEM HE MEHee He UAEHTUYHbIX B CMbIC-

ne PYHKUMOHANLHON OpraHu3aunmn nx reHoma.

PasnnyHble cnyyav Mo3anLu3mMa MOXHO NogpasfennTs Ha ase 60/1b-

Wwune rpynmei:

s CTPYKTYPHO-reHeTUYECKUI MO3aunLmM3M, Korga BapnabensHocTb npo-
ABMIEHUS TeHa B [aHHOW TKaHW onpefenseTcs CTPYKTYPHbIMU U3-
MEHEHNAMU B rEHOME;

*  (DYHKUMOHANbHO-TEHE T UYECKMIA MO3aunLM3M, 00YCNOBEHHbI andde-
PEHLManbHOW MHaKTUBaLMelk FOMOMOTUYHBLIX NI0KYCOB ( a TakKxe
He-annenbHbIX FEHOB).

YTO TAKOE CTPYKTYPHO-FEHETUUYECKUIA
MO3AMLIN3M?

Cioga OTHOCUTCA XMMepW3M, O6YC/OBAEHHbIA Y MAEKONUTAIOLLUX
yyacTueM MOASPHOro Tefbla B POPMUPOBAHUM 3MOPUOHA UK CAKS-
HMEeM [BYX pa3HbIX 3UroT. B nepBoM cfiyyae MO3avKu MOryT GbITb TMNa
1n/2n, 2n/2n, 2n/3n B 3aBUMCMMOCTM OT YC/IOBMIA OMNNOAOTBOPEHWS.
AnnnongHo-TpunaongHble MO3auKn HalfeHbl y YenoBeka, KoKW 1
4p. Y nuenbl M3BECTHbI MO3aMKW, BO3HMKAKOLLME B pe3yfbTaTe 0CO6eH-
HOCTE CNMAHMA NpoHyKneycoB. [MpegnonaraeTcs fBa BapuaHTa KX
NPOUCXOXAeHNA: 1) gefieHMe MaTepUHCKOro agpa nepej onjaofoTBO-
PeHneM U1 CAngHWe fapa cnepMus ¢ OHUM U3 a4ep; 2) NPOHUKHOBe-
HVe B ANLO ABYX CNepMueB, AP0 OAHOMO M3 HUX CAMBAETCH C Mmarte-
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Puc. 11.1. dopmmpoBaHue mo-

lameTa, Hecyujan lameTa, Hecyulas
sanyunsma y myx. NOBE/JEHYECKYI0 1 HecTabunbHyio
A — nonyyeHnme MO3anyHbIX MyX Mo- mopgonoruueckne g ¥ - T - konbyesyto
MyTauum X-xpomocomy
CpeAcTBOM ONNOAOTBOPEHUA raMmeT, Hecy-
WNX HecTabunbHY KONbLeByl X-XpOMO- 3urota
comy. Ecnu aTa XpoMOCOMa yTpaunsaeTca B e genenne [poGnenvs.

Konbuesass xpomocoma
\  yTpauuBaeTcs BOAHOI
/ \ Knetke

OfHO M3 [BYX KNeTok, obpasylowmuxca B
pesynbTaTe MUTOTWYECKOrO [AeneHus, Teno
MyXxu 6yAeT COCTOATb U3 “camLi0BO” yacTu
(XO- knetkn) nm “caMoykoil” wactm (XX-
KneTku). B camuoBoii yactu 6ygyT akcnpec- / \ / \
cUpoBaTbCA BCE MYyTaLWM, cofepxatinecs
B A-Xxpomocome. b — athhekT opueHTaLun
MUTOTUYECKOrO BepeTeHa Ha (hopmMupoBa-

Heckonbko geneHuun
HUe Mo3auuusma y mMyx

XX"camouHan"TKaHb. XO-"camyoBas”
PeueccuBHble MyTauun TKaHb, NpoABNALWan

PUHCKUM, a BTOPOi pennu- 2 rereposurore o e
umpyetcs 6e3 cansaHua u myTauum
yl-laCTByeT B ,ﬂ,afleEVILIJeM Mo3anyHasi nonynsuns KNeTok
pasBuTUK. Y Apo30duabl K

Wwenkonpsga 06HapY>XeHbl

peakue cnyyam [ABOWHOrO

onaofoTBOpeHMa. HakoHel,

y D.melanogaster (kak v psaga

OpYrux HacekoMbiX) [AaBHO

N3BECTEH TMHaHAPOMOpPN3M,

006YCNOBMIEHHbIN 3N1MMUHA-

LUnein HecTabWNIbHOW KONb-

LLeBOi A"-XpOMOCOMbI B nep-

BOM MMWTO3e ApobneHns pas-

BUBAIOLLErOCs ANLaNUHNN C

« cu* =myTaHT OUKUN Tvn

rﬂ,)K.XOTTa n C.beH3sep
MCNOMb30BaNu 3TO0 06CTOATENLCTBO A/1A COCTaBNEHUA KapTbl MOPdO-
reHeTMYecKMx 3a4yaTkoB B bGnactofgepme Apo3oduibl. M3BECTHO, 4TO
HecTabunbHas KosbLeBas N-XpoOMOCOMA 3IMMUHUPYETCA NPU NepBOM
neneHun gpobneHuns. B pesynbTaTe popmMnpytoTCa 4Ba KNOHA K/IETOK —
¢ ogHoin A"-xpomocomoid (XND) u ¢ gBymsi (X*XK. B uactax ambproHa
XfjXR rae KonbLeBas XpOMOCOMa HECET HOPMasibHble anfenn MyTaHT-
HbIX T€HOB, /IOKaNM30BaHHbIX B HOpManbHol A-xpomocome (XN, pe-
LleCCMBHbIEe MyTauuu He NPOSABAAIOTCA, TOrAa Kak B MO3aM4HbIX 4ac-
TaX XND oHn nposensawTca (beH3ep Mcnonb3oBan reHbl, KOHTPOIUPY-
OLLME OKPacKy rnas, KyTUKy/nbl, QOpMYy LWETUHOK W HEeKOTopble
0CO6GEHHOCTU MoBefeHMs). PacnpefeneHne HOPMabHbIX U MyTaHTHbIX
nonei y B3pOCNOA MyXu MOXET ObITb pas/IMYHbIM W 3aBMCUT OT pac-
npegeneHns COOTBETCTBYIOWMX KIETOK B opmupyrowelica 6nacto-
fepmMe. 3T0 pacnpefeneHne eTepMUHUPYETCA Ha CamblX PaHHUX CcTa-
ansix passutua (puc. 11.1). Y apo3odmnbl Nepsble AeBATb AeNeHNiA sapa
NPOUCXOAAT B CUHLMTNENOA0OHBIX 06pa3oBaHuaX 6e3 popmMmMpoBaHUS
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Puc. 11.2. A.CTepTcBaHT. Bblgatowwmiica ame-
PUKAHCKWUIA reHeTUK, cOTpyaHUK T.MopraHa.
OAnH 13 co3paTteneli COBPEMEHHOW FeHeTUKMN

[leTanbHo paspabaTbiBan reHeTuKy Aposodunbl. OT-
KPbIN HOBbIN, FeHeTUYeCKNi A NPUHLNN COCTaBNEHNA MOP-
(horeHeTUYeCKNX KapT y 3TOro o6bekTa

KMETOYHbIX MembpaH. 3aTem aapa Mur-
PUPYIOT K MOBEPXHOCTWU fAiua, rhe
NnpeTepneBaroT eLle Tpu AefneHus, Bos-
HUKaKT KNeTOUYHble MemMbpaHbl, pop-
mMupyetcs 6nactogepma. Kak oTmeva-
Nnocb, Nocne Nepsoro fefieHns passu-
BaeTCA [Ba KNOHAa KNeTok — X AXAn
XN, Kaxfblii U3 KOTOPbIX B MAeab-
HbIX YCNOBUAX JOJIXKEH 3aHUMaTb Npu-
MepHO NoJioBUHY 6nacTtogepmbl. Of-
HaKo Npyv HaAu4uMM CNy4valiHOro nepemeLlMBaHUS SAep, UMEHoLLero
MeCTO BO BPEMS MePBbIX AENEHUI, TpaHNLbl MeXAY HOPManbHbIMU K
MyTaHTHbIMW 30HamMW MOryT BapbMpoOBaTh.

BepoATHOCTb NepemelunBaHna afep B yyacTkax 6n1actofepmbl, CO-
OTBETCTBYHOLLMX 3aKNafKaM pasHbIX OpraHoB, TeM MeHbLUe, Yem 60/ib-
Le OHW YyJaneHbl Apyr oT gpyra. Ha 0CHOBaHUW YacTOTbl OTK/IOHEHWA
pacnpefeneHns MyTaHTHbIX NATEH OT UAeanbHOro cnyyaa beHsep co-
CTaBW/ MPUMEPHYIO KapTy PacnosiodXeHWUs COOTBETCTBYHOLWUX 3aKna-
[OK Apyr OTHOCUTENIbHO pyra Ha NOBEPXHOCTU fAliLa. ITOT MeTOog Obin
paspaboTaH BblJaloWUMCA aMepuKaHCKMM reHeTukom A.CTepTeBaH-
Tom (puc. 11.2). B 1929 r. oH npeasioXXnn Ucnosib3oBath A48 cocTaB/e-
HUA MO3aW4yHOW KapTbl 6nacTofepmbl TOT Xe MNPUHLMMA, 4TO W Ang
KapTMpoBaHWA FEHOB Ha XPOMOCOME MyTeM OMNpejeneHus 4actoTbl
pekom6uHauumn, Kotopas fBAAeTcs (PYHKUMeRn paccTOosHMA Mexay
HuMK. CTepTeBaHT M3yuyun okono 400 mo3amkoB, HO He obpaboTan
nony4veHHble AaHHble. Yepes 40 neT no HUM Oblfa cocTaB/ieHa KapTa
pacnpefeneHus pasMYHbIX 3a4aTKOB B 6/1acTOfepMe — K/IETOYHONA
macce, KoTopas faeT Hauvano 3apofbiwy myxu (puc. 11.3). C.BeH3ep
n3yunn ewe 700 MO3anYHbIX 0COOE M ONpesenna B YCIOBHbLIX eNHN-
LaX pacCTosAHWe MeXJy pas/MYHbIMKU 3a4aTKaMu Ha KapTe 6nactogep-
Mbl. OH BBe/l eAMHULY 3TOr0 PaccTOAHUA, KOTOPYIO Ha3Ban B NaMsATb
CTtepTeBaHTa “cTepToM” (OAMH CTePT — 3TO paccTosiHWe, 3KBUBA/EH-
THOE BO3MOXHOCTU, 4TO B 1% Cnyyaes Cpefn BCEX U3YUYeHHbIX MO3a-
NYHbIX MyX [Be CTPYKTYpbl OyayT UMETb pasfnyHbIi reHoTun).

BoT npumep pacyeTa paccTOAHUSA MEXAY BYMS BHELIHUMU MapKe-
pamy No 3TOMy MPUHLMUNY — KYTUKY/OA HOTWM 1 aHTeHHamu. M3 100
M3YYEHHbIX MO3aUKOB Y 25 FeHOTUMN KYTUKYNbl HOTW U aHTEHH Obin
pasHbiM: Y 12 6bl1 HOPMasbHbIA FEHOTUM KYTUKYMbl HOTW U MYTaHT-
Hbll — reHOTUN aHTeHH, Yy 13, Hao60poT, 6bl1 MYTaHTHbIA FeHOTUN
HOMM W HOPManbHblli FEHOTUN aHTEHH, T.e. MPOLEHTHOE cofepXaHue
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MyX, Y KOTOPbIX 3TW ABe CTPYKTYpbl UMENU pasHblii FeHOTUN, cocTa-
BUNO 25%. 3TO 03Ha4aeT, YTO paccTOSAHME 3a4aTKOBOW HOrM OT 3a4ar-
KOBbIX aHTEHH cOCTaB/fiseT 25 CTepTOB.

3Has paccTosHWe TPeTbero BHELIHEro Mapkepa OT HOTWM U aHTEHH,
MOXXHO HalTW €ro MecTOMOMOXEHMNE Ha KapTe C MOMOLLbI MPOCTOro
reomMeTpMyeckoro nocTpoeHus. 4ns Hero BO3MOXHbI ABa MeCTOMNoso-
XeHUs, BbIGOP MeXAy KOTOpbIMU TPebyeT KapTUPOBaHUS MO OTHOLLIe-
HUIO K 406aBOYHOMY Mapkepy. [pu ncnonb3oBaHWM JaHHOWN CUCTEMBbI
B PeLUeHNn TO UM NHOI NPO6eMbl BBOAAT C MOMOLLbIO KPOCCUHTIO-
Bepa PEeLeCCUBHbIN FeH, OTBETCTBEHHbIN, Hampumep, 3a Kakon-nn6o
NnoBeAeHYECKNIA Npu3HaK, B 06bIYHYK (HEKONbLEBYH) X-XpPOMOCO-
MY, MapKUPOBaHHYK APYTMMU PeLecCUBHBIMW FeHaMKu, KOTOpble ge-
TEPMUHUPYIOT 6enyt0 OKpacKy rnas, XenTyto OKpacky Tena uav noss-
NeHne pa3fBOEHHbIX LWETUHOK U T.4. B JIX-yacTsix Tefa B3pOCI0i Myxu
3TU pPELECCUBHbLIE TEHbl He MPOSBASKOTCHA, MOCKOAbKY AOMWHUPYHOT
NX HOpMasbHble annenn BTOPOK J1'-XpoOMOCOMbI, HO B XK) yacTsax Tena
3TU MYTaHTHbIE TeHbl MPOSABATCA, TaK Kak 6yayT HaXOAUTLCA B reMu-
3urote. CnepoBaTefibHO, NMPY PacCMOTPEHUW TakKOW MyXM MOXHO 3a-
METWUTb MYTaHTHbIE YYacTKM Tena 1 cpean NoayUYeHHbIX TMHAHAPOMOp-
(hoB 0TO6paTb TeX, KOTOPbIE HYXHbI AN AafbHEALWNX nccneqoBaHuiA.
Bonee TOro, MOXHO0, KakK OTMeYasioCb, KOHCTPYMPOBaTb [ABYXMEPHbIE
KapTbl y4acTKOB 6/1acToAepMbl, Aaloline Havyano pasMyHbIM YacTaM
Tena. KapTbl M03BOMAOT CBA3bIBaTb OTKNOHEHMS OT HOPMaJlbHOro Nno-
BELEHUS C Pa3/INUYHbIMKU aHATOMWUYECKMMMN CTPYKTypamu.

MprMepoM MOCTPOEHUS TaKO KapTbl CAYXWUT NOKanm3aumsa Mecta
[NeNCTBNA CLENNEHHOro ¢ nonomaeHa gposodunbl hyperkinetic (HK).
OMO3MTOTHbIE MO AAaHHOMY FeHY CaMKW, a TakK)Xe FOMO3UrOTHbIE CaM-
Ubl 6eCcnopsaAoYHO NOAEPrvBaloT nankamu Mog BAUAHUEM 3PUPHOT0
Hapko3a. Bcero 66110 nonyyeHo 600 MO3anYHbIX MYX, Y KOTOPbIX “MYX-
CKME” yyacTKM MOBEPXHOCTW Tefla OT/IMYa/INCb OT YYaCTKOB C YKEHC-
KMM TeHOTWMOM MO LUBETYy Tena, rnas um ¢opMe LWETUHOK. Ha aTux
YXMBOTHbIX AeCTBOBAN 3(hMPOM M M3yYasiMn aHOMasbHbIe [BUXEHUS
KOHeyHocTelh. OKasanoch, 6ecnopsaaoyHoe NogeprmBaHue Kaxkaown nan-
KN OCYLLECTBNSETCA HE3aBMCMMO OT APYruX namnok, npuyeMm Habnwga-
eTCA COOTBETCTBME MEXAY ABVMXXEHUEM TOW WM WHOA Nanku W reHo-
TUNOM ee KyTWKy/bl (MOKPOBa HAaCEKOMBbIX).

O6Hapy>XeHbl TpU OTAENbHbIX OYara, T.e. Teé CTPYKTypbl, KOTOpble,
Oyayumn 3aTPOHYTLIMW AeACTBMEM MYTAHTHOFO FeHa, BbI3bIBAKOT Y MyXM
aHoMmanbHoe nosedeHMe. Kax/blii Takoil oyvar cOOTBETCTBYeT OfHOW
HOXKe Ha TON WM MHOW CTOpPOHE Tena Myxu. Bce ovary pacnonoXeHbl
B TOI 065acTn GnacTogepmbl, M3 KOTOPOI (hOpMUPYETCS BEHTPa/bHas
(bprowHas) HepBHasa Lenoyka. onyyeHbl 3M1eKTPOPM3NONOTNYECKME
JaHHbIe 0 HEHOPMaNbHOCTU (DYHKLMOHMPOBaHWS TopakanbHoro (rpya-
HOro) raHrns y MyTaHToB Hk. [leiicTBME 3TOr0 reHa OCYyLLEecTBsSETCA
aBTOHOMHO, TaK YTO MpaBas W fieBast CTOPOHbI KaXJ0ro TopakasbHOro
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Puc. 11.3. KapTa 3a4aTkoB 611a-
ctogepmbl D.melanogaster (no:
Hotta, Benzer, 1973).

A —noKa3aHO pacnonoXeHune KNeToK,
KOTOpble 3aTeM pa3oBbIOTCA B OpraHbl
B3pPOCNOr0 HaCeKOMOro. PaccTOAHMA Bbipa-
XEeHbl B YCNOBHbIX eAnHMLax cTepTax (0T
thamunun CTepTeBaHT) — NpoLeHTax Mo-
31KOB, 3aXBaTblBalOLLNX COOTBETCTBYOLNE
CTPYKTYpbl. MyHKTUp —paccTosHue Ao 61un-
Xalwen cpefHeit nuHnn. KapTta nokasaHa
Kak 6bl M3HYTpu 6nactogepmbl. Cokpatle-
Hua: AHT — aHTeHHbl; X — X060T0K; HI,
HW, HIIl — nepsas, BTOpas u TpeTbA
Horn; K — kpbino; M — nneyo; H — Ho-
TyMm; T — Teprutbl; C — CTEPHUTHI, UK
6plolWHbIe WNTKKU. B —Ta Xe KapTa, n306-
paxxeHHas B 6onee “peannctuyeckoin” ma-
Hepe (no: WHre-BeyTomos, 1989)

raHrnna QYHKUUOHUPYIOT
He3aBMCMMO Apyr OT fpyra
M aKTUBHOCTb OTAENbHbIX
MOTOHENPOHOB B MpoO-,
Me30- UM MeTaTopakanbHbIX
0TAenax TopakanbHOro raH-
rnns aBTOHOMHa. MOXHO,
cllefloBaTe/IbHO, ONpeAennTb
MeCTOMOJIOXKEHNE Pa3/IMUHbIX YacTeil 3ayaTka TOpaKajbHOr0 raHrims
Ha KapTe 6nacTofgepmbl.

Taknum 06pa3oM, UCMOJIb30BAHHbI MeTO/ B KaKON-TO CTEMNEHW CXO-
[EeH C KIacCM4yeckMM MeTOLOM COCTaBNEHUS! TEHEeTUYECKMX KapT Ha
OCHOBE MojcyeTa 4acToT peKoMbuHaymMu. PasHuua 3aKkoyaeTcs B TOM,
YTO MOPOreHeTMYeCKNe KapTbl UMEKT ABa U3MepeHns. PaboTel beH-
3epa C COTPYAHUKAMU — SPKUA MPpUMeEpP YCMELHOro 1Ccnosb30BaHus
reHeTUYeCKNX METOAO0B AN PELIEeHMUs 3KCMepuMeHTanbH0-3M6prono-
rMyeckmMx npobnem.

YTO TAKOE COMATUYECKNIA MO3ANLN3M?

Hapsigy ¢ M03auuM3mMoM, COMPOBOXAAKOLWWUM [UHAHA-
poMopu3M, AOCTATOYHO 4acTO BCTpeyaeTcs Mo3auumsm, 06ycnos-
NEHHbIA COMATUYECKUMN My TauMsaMu. B coMaTuyeckmx KieTkax BO3HU-
KaloT Te XXe BUAbl MyTauui, YTO U B repMUHATUBHBLIX, HUKAKOW cre-
UMUK OHW B 3TOM OTHOLLEHMMW He NpeAcTaBnatoT. MopAAOK BENNUNH,
XapakTepu3ylLwmnx TeMn MyTaLMOHHOIO Mpouecca B COMaTMYeCKUX
KneTkax in vitro, a B NONOBbIX in Vivo, cxogeH. B pe3ynbTarte AeneHus
MYTUPOBABLLEN KMETKW MOXeT C(hOPMUPOBATHLCS K/OH K/ETOK, HEecy-
LMX COOTBETCTBYHOLWMIA Npr3HaK. OHM MOTYT TakK UM UHaYe M3MEHUTb
X0, MopgoreHesa. Uem paHblue B pa3BMTMM MPOU3OALET comaTmyec-
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Puc. 11.4. Cxema paHHero BO3HMK-
HOBEHMS COMAaTMYeCKOro Mo3auLiuns-
Ma y mbiwn (no: Stem, 1968).

BBepxy — Mblllb, FOMO3UTOTHas MO He-
arytu (a/a), mosanmyHas BCNeAcCTBME Hannuus
arytn-nofgo6Horo natHa (Alla). AMMHUKTaKXe
MoO3anueH, Kak NMoKasaHO NYHKTUPHON NUHM-
eii B BepXHeil YacTu 3afjHell KOHeYHOCTU. BHuU-
3y— ONNOAOTBOPEHHOE A0 W fBE IMBPUO-
HanbHble cTaguu B paspese. Mpegnonaraetcs,
4To MyTauus a --—-—- AL NpoucxoAnT B OfHOM
agpe 6nactofepmbl (cepeanHa) M 4TO NOTOM-
CTBO 3TOW KNETKU BK/OYAETCA B 3apofblllue-
BbIli NyTb (cnpasa)

Kas MyTauus, TeM 60fbluee BblpaXeHWe HaigeT oHa B heHOoTUNe. B
pesynbTaTe NOCMEAHWUIA, Kak MpaBuio, MpuobpeTaeT 4epTbl MO3auy-
HOCTMW.

XOpowo M3yyYeHHbIM MPUMEPOM TaKOW MyTauuu SBMASETCS MO3au-
UM3M Yy CAMKWU MbILW, TOMO3UIFOTHOM MO peLecCcMBHOMY TeHy oKpac-
KU He-arytm — al/a. Y Mo03auKa Ha Tefe HabnwpaeTca NATHO arytu,
4TO CBUAETENLCTBYET O COMATUUECKON MyTaumm a -> Al(puc. 11.4). Mo-
TOMCTBO MYTMPOBABLUEW KNETKN BXOAMT B BOMOCSHbIE (HOMNKY/bI OMN-
pefeneHHol obnacTtu Tena n 06ycnoBnuBaeT oKpacky arytu. VIHTepec-
HO, YTO COMAaTUYeCKne MyTauuu, NMEIOLLNE MECTO B MepUoj paHHero
ambpuoreHesa, MOryT 3aTPOHYTb
KNETKW, KOTOpble JAKT Hayaio v
repMMHaTUBHBIM, U coMaTmMy’p-

KUM TKaHAM.

OTYeTNUBLIA MO3anLM3M B pac-
npeAeneHnn KeTok ¢ pasnunuus-
MW B Habope MO/I0BbLIX XPOMOCOM
06Hapy>XeH B TKaHsAX M0LOB Ye-
noseka (puc. 11.5). BO3HMKHOBEHWE
MO3aM4yHOr0 KapuoTuna BcCreA-
CTBMEe 0COOeHHOCTel nosefeHUA
TaK Ha3blBaeMbIX 4006aBOYHbIX XPO-
MOCOM (Bapuaumm nx KOan4ecTsa)
ONMcaHo y cepebpuCTo-Y4epHbIX

Puc. 11.5. PacnpefeneHne KNeToK ¢
NoMI0BbIM XPOMaTUHOM B MO3aunyHbIX (XY/
XXY) ambpuoHax uvenoseka (no: Stern,
1968).

A — y4acToK 3nuTeNus aMHUOHa: B NeBOI Mo-
NOBWHEe — sAfpa C MONOBbIM XPOMaTUHOM, B fpa-
BO/i — 6€3 N0NOBOr0 XpoMaTWHa. b — nonepeyHslii
cpes nuueBoja. B —cxema pacnpefeneHus KneTok ¢
NONOBbIM XPOMaTUHOM B 3NWUTeNWanbHOM CNoe Nu-
wesoga: 1- 0-9%; 2 — 10-19%. 3 — 20-29%;
V- > 30%
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aucuu. Mpy 3TOM BCe TKAHU OAHOTO XMBOTHOTO UMEOT CXOAHbIW Xap-
KaKTep pacrnpegeneHns XpOMOCOMHbIX Yncen. Eciv )XUBOTHbIE UMEIOT
MO3anYHbIiA KapuoTWM, TO XapakTep Bapuauuii B yncne Ao6aBOYHbIX
XPOMOCOM O[JMHAKOB B pasHblX TKaHAX. [Mpu cTabunbLHOM KapuoTtune
BCE TKaHW XapaKTepuU3yHTCs OAHUM U TEM XKE YMNC/IOM XPOMOCOM.

YTO TAKOE COMATUYECKNA KPOCCUHIOBEP?

Cnegyloulee cobbiTue, Befyllee K M0o3auuusmy, — co-
MaTWUYecKuin KpoccuHrosep. BnepBble OH Obl1 NPOLEMOHCTPUPOBAH Y
Apo3ousbl. B cnyyae comaTMYeCKOr0 KPOCCUHIOBEPA CaMKU, reTepo-
3UroTHbIE MO peLeccuBHbIM reHam yellow (y —enTblii UBeT) K singed
{Sn — u30rHyTble LWETUHKK) — ysn/y-8n+ UMEIOT Ha YEpPHOM Tefe ¢
HOPMafbHbIMUN LWETUHKAMW MATHA XEeNTOro LBeTa C N30FHYTbIMMN Le-
TUHKaMW.

CoMaTUYeCKU KPOCCUHIOBEP OMMUCAH TakXe y Mbllin. Ero o6Ha-
py>xunu y reteposurot W /+, cpean KOTOPbIX OblIM MO3aUKU C MNONsA-
MW, OKpalWeHHbIMK Kak +/+, 1 YacTblo roHag WVW v. OuyeBugHo, B
[AaHHOM C/lyyae COMaTUYECKWUiA KPOCCMHIOBep NMPOM3OLLen [OCTaTou-
HO paHo B 3MbpuoreHese, 3aTPOHYB K/ETKM, fatoLme Havano He TONbKO
COMAaTMYeCKMM, HO U TepMUHATUBHbLIM TKaHAM.

MN3BecTHbI ciyyaun, Korga coMaTU4ecKuii KpOCCUMHIOBEpP MPOMCXO-
OUT B KNeTKax, falowWwmx Havyano repMmMHaTUBHbLIM TKaHAM. B KayecTse
MapKepHbIX 6blIM UCNONb30BaHbI FTeHbI U3 TPYNMbI cuenneHns Caracul
(Ca, Bubpuccbl, UICKPUBJIEHHbIE N BOMIOCKM BOMHUCTLIE) M belted {bt,
6enoe 6plOX0), paccTosaHMEe MeXAy KOTopbiMK 12 eAUMHUL, peKoMOu-
HauMun. B nOTOMCTBe OT CKpeLLMBaHWii

Ca+ st
DoVt
+bt +ht
06Hapy>KeHO [Ba camua, KOTOpble MPW CKpeLliMBaHUW BeAyT cebs Kak
Ca+
romosurotel Ca/Ca, npuyem oguH M3 HUX — Kak Cabnt OTO MOXHO

06bACHWTL, NPEANONOXMB CNeAYHLWMNIA NOPALAOK PacnooXeHnUs re-
HOB B XPOMOCOME:

Ca + LeHTpomepa
+ bt LeHTpomepa

Torga comaTuyeckuii KpoccuHrosep Mexay Ca u bt gaeT Havano
KNneTKam:

Ca+UeHTpomepa  +bt LeHTpomepa
Cabt ugHTpoMepa  ++ LEHTpoMepa
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ComaTnyecKnii KpoccuHroeep Mexay bl n UeHTpomepoi AaeT B
pesy/bTare:

Ca+ LeHTpomepa +bl- ueHTpomepa
Ca+ueHTpomepa + bl-ueHTpomepa

UYTO TAKOE 3P PEKT NMONOXEHNA MO3ANYHOIO TUMA?

MpoMeXyTOYHOE NOMIOXKEHNE MEXAY ABYMSA BUAAMMW MO-
3aMumn3Ma 3aHMMaeT 3GeKT NONO>KEHNS MO3anyHOro Tuna. Takoe Ha-
3BaHMe nony4un peHOMeH nofaBfieHUs AeNCTBMSA reHa, Bbl3BaHHbIN
XPOMOCOMHOW MNepecTPONKoi B COMONOXKEHWUMN K aniento COOTBET-
CTBYHOLLEro reHa. MopgaBneHne 3TO MMEET MECTO, KOTAa FeH MepeHo-
cuTCa 6/M3KO K reTepoXpoMaTMHOBOMY Yy4acTKy. [pumep Takoro ag-
(hekTa 06Hapy)XXeH y Apo30dhnabl C TpaHCMOKaumen cermeHTa A-Xpo-
MOCOMbI C HOpPMasibHbIM anennem nokyca white (w — 6enble rnasa) Ha
YeTBEPTYHO XPOMOCOMY (0603HAUYMM TaKOM reHoTUM Kak R (W*)). Y myx
R(wH/w nnn R(wH/R(w-) rnasa mosanyHbl: OgHN KNeTKM AUKOTFOo TUNa,
apyrve — 6enble. IT0T apheKT He Habnogaetca y Mmyx R(wH/(wH n
R(W)/(w+. Takum 06pa3om, MO3anyHbIii 3 PEKT HabnogaeTca B Cny-
yae, Korfga nepecTpolika reTepo3suroTHa nNo MyTaHTHOMY annento (w)
WM TOMO3UTOTHA NO 3TO MepecTpolike.

N3MeHeHNa B pofMTeNbCKOM COMaTUYecKOl KNeTKe, Bbl3BaHHbIE

3 (PeKTOM MONOXKEHWSA, HACNeAYOTCS B PAAY KNETOUHbIX NMOKONEHWA,

YTO BeAeT K 06pa3oBaHMI0 yyacTKa DEHOTUMUYECKN MYTaHTHON TKaHW.

MpegnonaraeTcs , YTO MHAKTMBALUS TEHOB NpW 3hPeKTe MOIOXKEHMS

MO3aMUHOr0 TWUMa OCYLLECTBASETCA HA YPOBHE XPOMOCOM U CBA3aHa ¢

3anasfblBaHMEM penanKauum B 6AU3KUX K XPOMATMHY ydacTKax.
Mo3sanunsm B ciydae apekTa NoMOXKeHUs He 06YCnoBeH cOMa-

TUYECKO MyTaumeld, NMOCKOMbKY:

* 3BECTEH aHTaroHMcTuYecknii aekT K-XpOMOCOMbI Ha Bblpaxe-
HMe MO3an4yHOCTU Y APO30UIbI;

e MpW HU3KOW TemnepaType KO/IMYECTBO OefbiX KNeTOK B MO3aUYHOM
rnasy 3HaunTeNbHO YBE/IMUYNBAETCS; TEMNEPaTypOUyBCTBUTENEH Me-
PVOA OKYK/IMBaHUS, KOFAa OTKMafAblBaeTCs MUTMEHT, a He MepBblIii
NMUYMHOYHbIA Nepuoj, Korga feTepMUHUPYIOTCA MUTMEHTHbIe MO-
TEHLWUW 3aKNafKu rnasa;

e y ocobeli, obHapyXuBarLWmx 3PHeKT MONOXKEHUS MO3aNYHOro
TMNa, He BbIABASKTCA COOTBETCTBYHOLLME MyTauuMu B 3apoAblLlie-
BbIX KNeTKax;

*  MNpu 6UOXUMMNYECKOM aHanM3e MO3auyHbIX a3 onpegeneHbl n3bbl-
TOYHble KOJ/INYECTBA BELLECTB MeTaboaNYecKoro Nyt NTepugMHOB,
KOTOpPbIE MIpatoT BaXKHYH PO/b B 06pa3oBaHUM MUTMEHTOB a3 y
0cobeli AUKOro TUMa; Y MyTaHTHbIX MyX TaknX SIBEHWI He Habno-
faetcs.
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O deKT NOMOXKEHUA MO3aMYHOI0 TUMa COMPOBOXKAAETCA 3afepX-
KOW pennnkauum v CHUXEHNEM YPOBHSA TPaHCKPUMLUK.

YTO TAKOE ®YHKLIMOHANBHO-TEHETUYECKNI
MO3ANLIN3M?

Hanbonee M3BECTHbIN cAy4Yail TaKOro mMosamumama NpoucTeKaeT u3
reTepPOreHHOCTM KJ/ETOYHbIX NOMY/AUWUNA, CBA3AHHON € (HEHOMEHOM
nanoHU3aunn, UHaKTUBALMM OAHOM M3 ABYX A-XPOMOCOM Yy CamoOK.
Hapsagy ¢ UMTONOrMYECKUMU U FeHeTUYECKUMU JAHHBIMU NONYYEHbI
O6MOXMMUYECKME CBUAETENbCTBA TaKOW MHAKTMBaLUN U MPOAEMOHCT-
pupoBaHa ee ponb B (DOPMUPOBAHUN MONEKYNAPHOIO (heHOTUNA TKa-
Hel. Tak, P.O3suacoH (R.Davidson) BbipalinBan KAOHbl M3 OTAENb-
HbIX (hnbpobnacTos, reTepo3nroTHoix (AB) Mo n3odepmeHTam rto-
K030-6-thocthataerngporeHasbl (Fn-6-d ), reH KOTOPOIt NOKaNN3oBaH
B X-Xpomocome. B 6onee yem 50 nccnefoBaHHbIX KNOHax 06Hapy>Xunea-
nacb TOMbKO ofHa nonoca (A wan B), B NpOTMBOMNONOXHOCTL AB-
(heHOTMMY CMeLlaHHbIX KyNnbTyp. C NOMOLLbI BUOXUMUYECKUX U TUC-
TOXMMWYECKUX MeTOAOB Y retepo3urot no n-6-®A-HedoCTaTouyHo-
CTW 6blAN BblIfeNEHbl ABEe MONYNAALUM 3PUTPOLMTOB — C BbICOKOA U
HU3KOM (6/M3KOM K HYNO) aKTUBHOCTLIO (PepMeHTa.

M3BeCTHbI Takxke cfiydyanm mo3auuusma B NPOABAEHUW MaToNOru-
YeCKMX MPU3HAKOB, CLeMN/IeHHbIX C NOAOM Y YenoBeka. B yacTHoOCTH, ¥
reTepo3nroT Mo 3KTOAepManbHOM amcnnasum (60ne3Hb KOXK) ume-
IOTCS NATHA HOPMaNbHOW UM NaTONOrMYECKN U3MEHEHHOWM KOXMW, reTe-
pO3nUroThbl MO anbbUHNU3MY UMEKT NATHUCTOE rnasHoe AHO. Moao6HbIe
AB/IEHNS OTMEYeHbl 1 Npu page Apyrux 3abonesaHuin, Hanpumep npu
LIBETOBOI CNenoTe, CLUEM/IEHHOW C NOIOM TMNOXPOMHOW aHeMun (Ha-
PYLUEHUN KNeTOK 3pUTPOUAHOro psaga), remodpumnmm (HecBepTbiBae-
MOCTW KpoBM). B cnyyae MbllieyHol guctpodum Tuna JioweHa obHa-
PY>XEHO, YTO Yy FeTepo3nroT no 3Tomy AetekTy ncesgogmcTpoduyec-
KW U3MEHEHHbIE MbILLIEYHbIE BONOKHA YepeaytoTcs C HOPMabHbIMA.

Mpu KyNnbTUBUPOBAHUM NUME@OLUTOB OT NaLWeHTOB, HecyLiux B
A-XpOMOCOMe reH arammarnoby/iMHeMuu, BbISBAEHO, YTO NMMGOLM-
Tbl MYX4YMH HECMOCOOHbI AuddepeHUMpoOBaTLCA B NPoAyUMpytoLimne
aHTUTena nnasMaTuyeckue Knetkn. CUHTE3 ramma-rnobynnHoB oTCyT-
cTBOBa/1. [pn KyNbTUBUPOBAHWUM NUMQOLNTOB XEHLLWH, FeTepo3nroT-
HbIX N0 JaHHOMY MPU3HaKY, BbIABAANOCH ABE MNONYNALUN KNEeTOK: An-
thepeHUMpYytOLWLMECH B Mia3MaTUYeckue KNeTKW U CUHTe3upyloLue
ramma-rno6yanHbl 1 HeCnocobHble K TaKol auddepeHLMPOBKe U CUH-
Tesy.

MpuMepoOM MO3aMUYHOro NPOSABAEHUSA B reTepo3nroTe NpPu3Hakos,
KOHTPO/IMPYEMbIX ayTOCOMaMU, CYXUT (DEHOMEH a/inenbHOro UCKNoYe-
HUS. Kak yxe 0TMeyanocb, BCNeACTBME CYLLeCTBOBaHUA 3TOro (heHo-
MeHa NTUMMONAHAA TKaHb XXWBOTHbIX, F€TEPO3UTOTHLIX N0 TOMY WU
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Puc. 11.6 Cxema onbIToB [pcsa no G:(ﬂ:ﬂ: 6,Cl,bl-|4

cynpeccun annoTuUnoB Nerkux uenen
MMMYHOTN006yNNHOB y NN -reTepo3n-
rOTHbIX KPONMKoB (no: bapaHos, Ko- |i-

poYKMH, 1973) AHTU' bS

rr Bb Bb

VHOMY JIOKYCY UMMYHOT/I06Y-  Coomowene
nnHoB (W), npepctaBfieHa v kponuos
[BYMS, BEPOSATHO, KOHKYpPEH-

THO pasBuBalOLWUMUCSH NONy-
nAaunsMu Knetok. BrnonHe go-
NyCcTUMO, YTO 3TW NONyNALUN
noABeprarTcs CeNeKTUBHOMY BO3JEACTBUIO CO CTOPOHbLI HEKOTOPbIX
(hakTOpOB, pe3yNbLTaToOM 4Yero MoryT 6biTb M3MEHEHUS B MPONopLumax
KNeTOK C pasHbiMu annotunamu. MofobHbIM 06pa3oM ecTecTBeHHee
BCEro 06BLACHUTbL HanUuuve BapUUPYIOLLNX KOMIMYECTBEHHbLIX COOTHO-
LUEHWIA CbIBOPOTOUYHBbIX WM pasHoli anfnoTMnNnYecKol npuHaanexHoc-
TW Yy reTeposunror.

JKCNeprMeHTaNbHO YCTaHOBNEHHbIM (DaKTOPOM CeNeKTUBHOIO BO3-
fencTena Ha NMMAOMAHYI TKaHb SIBASETCA CMOCOOHOCTb aHTUTEN,
cneym@uuecknx K annotunam, noaasnsTb CUHTE3 COOTBETCTBYHOLLMX
NI, Cynpeccus annoTunoB Oblna Bbi3BaHa Y KPOSIMKOB NyTEM BO3Ael-
CTBUS Ha HUX B (PeTanbHbIA M HEeOHATaNbHbIA Nepuoabl XXU3HN aHTK-
Tenamu K annoTuny, Hacnegyemomy oT otua (0TLOBCKOMY annotuny).
CyTb 3TUX OMbITOB MO 3KCNEPUMEHTaNbHOMY U3MEHEHUIO KOJIMYECTBEH-
HOT0 BbIPXXEHMWS aNIOTUMNOB Ierkux Lenein VI coctout B CeayroLLEM.
B pesynbTaTe peyMnpoKHOro CKpewinBaHnsa roMo3uroTHbIX b4bA n b5
KPONMKOB nonyumnn Ft-reteposnrotHoe notomcTso tfbs (puc. 11.6). Ewe
[0 CKpelMBaHWA KPONbYUX UMMYHU3UpoBanu W ¢ OTLOBCKUM an-
NnoTUNOM, T.e. MaTepeil reHoTMna bAbAMMMYHUM3UpoBany b5 a maTepeit
bSs — b\ Mockonbky nnaueHTapHbIA 6apbep NpoHMULaeM AN ramma-
rnobynnHOB, CUHTE3NpPYeMble B OpraHu3Me MaTepu aHTUTena BO3fei-
CTBOBa/IN Ha M0J, Bbi3biBas Y HEFO COXPaHABLUYIOCA Ha MPOTAXKEHUN
MOCTHaTaIbHOW XKU3HW CYNpPeccuto 0TLOBCKOro annotuna. ObLias KoH-
LeHTpauus ramma-B-rnobynMHOB He npeTeprnesana npu 3TOM cylle-
CTBEHHbIX W3MEHEHWN, TaK KaK KOMMEHCAaTOPHO YCUUBANCA CUHTE3
MaTepUHCKOro annotuna.

[na 00bACHEHUA MexaHu3Ma CYMpPeccuy MOXHO MPeanoXuTb [Be
runoTesbl (puc. 11.7). CornacHo nepeoii, pukcaLus aHTUTEN Ha noBep-
XHOCTU YXKE KOMMETEHTHbIX K CMHTE3y COOTBETCTBYHOLLErO annotumna
MMMYHOLUTOB 00YCNOBANBAET LUTOTOKCMUECKUI 3(PheKT u rubenb
KNeToK. B pe3ynbTaTe NpenmyLLecTBO B KOHKYPEHTHOM pa3BuUTMM Npu-
0bpeTaeT K/IOH K/ETOK C albTepHATUBHbLIM annotunom (puc. 11.7, A).
PeanbHO fONYCTUTb, YTO MHAKTUBaLMA NUMGPOULHBLIX KNeTOK aHTUTe-
namm MpoMcxXoAuT MO aHanornuM ¢ MexaHu3MOM CTaHOBJSIEHUS UMMY-
HONOTMYECKOWN TONePaHTHOCTH.

BHES b45 BHES

OnbIT KoHTponb OnbIm
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Puc. 11.7. ABe runoTe3bl (A U B) 0 me-
XaHW3Me CynpeccuBHOro feiicTBUA aHTUan-
notunuyeckux aHtuten (no: BapaHos, Ko-
pouykuH, 1973)

BTopaa runotesa npegnonara-

€T, YTO BCE MMMYHOLWUTbI 4O MO-

MeHTa Cneunuruyeckoin aHTUTeH-

HOl CTUMYNALMKU HaxXoAATCA B MO-

KoAWwemMcs  COCTOSAHWU,  HO

NMOTEHUMaNbHO CNOCOOHLI MpoayumpoBaTh 06a annotuna. AHTUTeNa,

610KMPYSA Ha KNETOYHOI MOBEPXHOCTW O4UH U3 ABYX a/IOTUNMNYECKNX

peuenTopoB, KOMMWUTUPYHOT MMMYHOUMWTbI K CUHTE3y anbTepHaTuB-

Horo annotuna (puc. 11.7, B). B cooTBeTCTBUMMK C 3TON rMnoTe3on,

JonycKarowen BAMAHME aHTUANNOTUNNYECKUX aHTUTEN Ha Xof and-

(hepeHUMpPOBKMN MMMYHOLUTOB, KNETKM He TMOHYT U HEe MPOUCXOAUT
NX 3aMeLLEeHUS.

Takum o06pa3om, A9 OCYLLECTB/IEHWS CYMPEeCcCUBHOrO AeiCTBUSA
aHTUTeN, NO-BUAMMOMY, Kak MUHUMYM Heobxogumo: 1) cyuiecTBo-
BaHNEe K/OHUMPOBaHUA KMEeTOK B COOTBETCTBMU C AuddepeHLnanbHOM
aKTMBHOCTbIO UX anfefibHbiX WKW He-anefbHbIX FT€HOB U 2) NpUCyT-
CTBME Ha MOBEPXHOCTU K/IETOK aHTUTEHHbIX AeTepMUHAHT 6e1KoB —
peLenToOpoB aHTUTeN.

CnenoBaTenbHO, reTeporeHHOCTb KNeTOUYHbIX MONyAsaynii ecTh Ta
OCHOBA, HA KOTOPOIl CTaHOBUTCS BO3MOXKHbIM NposiBfeHne anddepen-
UManbHO aKTUBHOCTU FeHOB HA TKAHEBOM YPOBHE.

Mpy ncnonb3oBaHUM GUOXMMUYECKOTO MapKepa pasfinunsa Mexay
KNeTOYHbIM U TKaHeBbIM YPOBHAMU AU EPEHLUPOBKU MOTYT ObITh
NPOUNNIOCTPUPOBaHbI cnegytouein cxemoi (puc. 11.8). MNycTb nmeetca
[iBa 3/IEKTPOPOPETNYECKMX BapnaHTa Kakoro-Hmbypab 6enka: At—6bi-
CTpbIi M J12— MeffieHHbIi, — KOHTPO/NMpYeMble Napoil annefbHbiX
reHoB. B Takom cnyyae 6MOXMMUYECKUM NPU3HaKaM 06bIYHO CBONCTBEH-

Puc. 11.8. Cxema KneTo4yHOro (cneea) M TKaHeBOro (cnpaBa) YPOBHS BblpaXKeHMWs
6uoxmmmyeckmnx npusHakos (no: KopoukuH. 1977). O6bACHEHME B TeKCcTe
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HO KOLOMUWHAHTHOE BblpaXeHune B (heHOTUNEe COOTBETCTBYHOLLErO OpraHa
UNN TKaHW reTepo3UTrOTHbIX 0CO6El, YTO MOXET 00bACHATbLCA Npo-
CTbIM (haKTOM CNOCOBGHOCTU KaXKAO0MN K/IETKMU K CUHTe3y 060MX BapuaH-
TOB. D T0O— KNeTOYHbI ypoBeHb. OfHaKO JONYCTUMA M BTOPas BO3MOX-
HOCTb: CYLLECTBYIOT K/JeTKU, CNOCOOHbIe CMHTE3UMpOBaTb TONbKO 6e-
NOK Ap M K/JETKM CNoCOOHble CUHTe3MpoBaTb TONMbKO 6Genok A2. B
pesynbTate ux nponugepannum GOpMUPYOTCA COOTBETCTBYIOLLIME Ke-
TOYHbIE K/IOHbI, TaK YTO Ha YPOBHE JAHHOIO OpraHa WauW TKaHW MNpo-
AB/EeHNe MpPU3HaKa ABNAETCA TakKe KOLOMUHAHTHbIM. OTO — TKaHe-
Bblii ypoBeHb. O4HaKO B KaXA40W OTAENbHON KNeTKe O4MH U3 MPU3HAKOB
LOMUHUPYET (AOMWHUPOBaHMWE Ha KNEeTOYHOM YPOBHE, KOJOMMWHMNPO-
BaHWe — Ha TKAHEBOM).

CnepoBaTeNibHO, Ha/M4yMe CNOXKHbBIX MEXKNETOUYHbIX B3aMMOOTHO-
WeHNA, KOHKYPEeHLUU MeXAY KNeTOYHbIMW KAOHamu, u3bupatens-
HOW mponudepauny OHUX TPYNN KNeTOK U rnbenn apyrux no3Bons-
0T NPeAN0JIOXUTb, YTO B HEKOTOPbIX ClyYyasx TKaHeBbI/i YPOBEHb MO-
XKeT CNy>XuTb 6a30i Ansg AOMUHAHTHOIO WKW PELECCMBHOIO NpPOSIBAEHUA
TOro Uan nHoro reHa. eH BeaeT ce6a Kak AOMWHAHTHBIW, Korga rpyn-
Mbl M KAOHbI KNETOK, COAepXauine B aKTUBHOM (PYHKLWOHANbHOM
COCTOSHUU OAWH W3 TOMOMOTUYHbLIX JIOKYCOB (A) U B 3aTOPMOXEH-
HOM — Apyroi (a), MMerT onpeAeneHHOe CefeKTUBHOE Mpeumylle-
CTBO M B CBfi3W C 3TMM npeo6nagaloT B AaHHOW KNETOYHOW nonyns-
uumn. CoOTBETCTBEHHO KNETKN C aKTUBHbLIM a-N0KYCOM M MHaKTUBUPO-
BaHHbIM J1-IOKYCOM M/IOX0 NPOnMdepmupyroT un (MmM) BbITECHAKTCSH
M3 Nonynaunn, B pesysbTaTe YEro reH a NposiBASAETCA B PEeHOTMME Kak
PEeL,ECCHBHBIN. *»

YTO TAKOE XUMEPHBbIE (AITOPEHHBLIE) MbILWN?

CBoeobpa3Has MeToLMKA A5 U3YUYEHWS B3aMMOOTHOLL e-
HWIA TEHETMYECKMN Pa3NNYHbIX KNETOUYHbIX NONYNALMK B pa3BuTUM b6bina
npeanoXeHa MOMILCKMM 3Mbpuonorom A.TapKOBCKUM, aHIIUACKAM
reHeTukom 3.Mak-J/lapeH U amepuKaHCKUM reHetukom b.MuHuU. CyTb
MeToja 3aKnyaeTcs B UCKYCCTBEHHOM KOMOGWUHMpOBaHUKU 6nacTome-
pOB OT 3apofblllieli C pasHbiIMU reHoTunamu. Takum cnocobom nony-
YaloT reHEeTUYECKMX MO3auKOB, Y KOTOPbIX MOXHO aHaln3npoBaTh 0CO-
6eHHOCTU pacnpefenieHUsa MO3aMYHbIX NATEH WU CTPOUTb CXeMy MOBe-
[LeHUsa pas3InuHbIX KNEeTOYHbIX KNOHOB, KOTOpPble POPMUPYIOT AaHHYIO
TKaHb UAN opraH B OHTOreHese (puc. 11.9). MocKonbKy B X04e pa3Bu-
TUS XUMEPHbIX 3MOPMOHOB MPOMCXOAUT NEepeMELLNBAHNE KNETOYHOTO
mMaTepuana, BEpPOSiITHOCTb MonajaHus KAeToK 060MX reHOTMNOB B Ty
WU WMHYI 3aKfafiKy 3aBUCUT OT TOro, Kakoe KONMYECTBO K/ETOK AB-
nseTcd poAOHayYanbHWKOM [aHHOW 3aknafku. ECTecTBeHHO, eciiM 3To
OflHa KneTkKa, TO MO3auKOB MO JaHHOMY MpuU3HaKy Boo6LLle He ByaeT
3aperucTpmMpoBaHo, ecnum fBe — TO MOJIOBUHA MOXET 06HapyXuTb
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Puc. 11.9. Cxema nony4veHus annogeH -
T HbIX MblLWel ¢ nosocaToli okpackon (no:
Mak-apeH, 1973)

v MPU3HAKN MO3aNYHOCTU UT. 4. Ta-
KuM 06pa3om, ecnu, Hanpumep, y

w 1/16 XMMepHbIX )XUBOTHBIX UCCe-
1 l gyemas 3aknajka He 6yfer nposs-

NATb M0O3auuu3M Mo MapKepHoMy
NMpU3HaKy, TO MOXXHO 3aKMYNTb,
4yTO faHHasA 3aknajka pasBMBaeTcs
M3 5 KNeToK-NpeALlWwecTBEHHNUL,
KOTOpble NpeAcTaBeHbl KneTkamm
060MX reHOTWNOB B pasHoOi npo-
nopLumMmn y pasHbix ocobeli. 70 cne-
AyeT n3 Toro, 4yto 1/16 — BeposAT-
HOCTb Cny4aiiHOro couetaHus 5
KNETOK OfHOTO NMPONCXOXAEHNA U3

04HOI 3aknagku opraHa (1/16 = 2* 1/25. MNpu 3Tom fonyckaeTcs,

4TO: KNETKM-MpeAlecTBEHHNLbI NPONM(epupyoT ¢ OANHAKOBOW CKO-

POCTbIO M KNETOYHas Cenekuus OTCYTCTBYET.

MHoOroymncneHHble nccnefoBaHNs Takoro poga no3sonuauM cocra-
BWUTb NpefCcTaBNeHNe O KOIMYeCTBe K/IeTOK UM COOTBETCTBYHOLWMUX KO-
HOB, JalOLWMX Hayano TOMY WKW WHOMY opraHy. Tak, cuctema nur-
MEHTHbIX KNEeTOK MbIWW pa3BuBaeTCcad U3 34 reHeTUYECKN SeTePMUHN-
POBAHHbLIX NPUMOpPAMANbHLIX MenaHo61acToB HEPBHOro rpebHs,
BOJIOCAHblIE PONNUKY bl cocToAT U3 150—200 knoHOB, 6epyLimMx Hava-
N0 Y3 COMUTOB, (hOTOPELENTOPHbIE KNETKU CeTyaTKu (opMUpyroTCs B
06oux rnasax M3 20 KNOHOB, PenpoAyKTUBHbIE KNeTKM — u3 2—9.
MHorue gpyrue TKaHu, UCCNefOBaHHbIE Y XUMEPHbIX MblLUei, BO3HU-
KalT 13 onpefeneHHOro KonmM4yecTBa K/J0OHOB, MO KpaliHel Mepe npe-
BbllIAKOLWeEro ABa, — K/eTKU MeyeHW, Moyek, Mo3ra, 3puTpouuUTOB,
raMma-rino6ynnH-npoayumpyowmnx Knetok n 1.4. OTAeNbHbIA COMUT
He ABNAETCA KMOHOM, HO BO3HWMKaeT MO KpaliHell Mepe U3 ABYX Kne-
TOK-UHULMATOPOB. Kaxablii MMOTOM, JalOLW Wil Hayano MHAMBUAYanb-
HOW MblliLe rnasa, TakkKe He ABNSETCA KAOHOM, a (hopMMpyeTcs M3
2—5 KneTok-npeawecTBeHHUL. [poKcMManbHble KaHanblbl MOYek
NPoNCXoasaT U3 4—5 KNeToK.

TUNWYHBIM NPUMEPOM NOAOOHbLIX IKCMEPUMEHTOB AB/IAETCA ONpe-
flefleHne KONM4yecTBa K/IEeTOK-WHMLMATOPOB B CeTyaTKe MOCpPefCTBOM
aHann3a XMMepHbIX MblLei, NONYYEHHbIX CAMAHMEM 61aCTOMEPOB 3a-
poAbilleil )XUBOTHbIX C HOPManbHbIM 3peHMeM (+/+) W XWUBOTHbIX C
pereHepauyueii cetyaTkm (rd/rd), y KOTOpPbIX 3pUTE/NIbHbIE KNETKU AU -
(hepeHUMpPYIOTCA B aIMOPUOTreHe3e 1 AereHepUpyoT B NOCTHATa/bHOM
nepuoge. Jlokanmsauns nonei pereHepayun y xumep 6bi1a ncnonb3o-
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Puc. 11.10. KnoHanbHasa npupoja GpoTopeLenToOpHOro
cnosi cetyatkym mbiwwn (no: Mintz, 1971).

PucyHoOK cfienaH Ha OCHOBE [iBYMEPHOI PeKOHCTPYKLNU CepUiHbIX
TMCTONOTMYECKUX CPE30B CETYATKN annoMeHHbIX (XUMEpHbIX) Mblleld ¢
NPUMEPHO PaBHbIM KOMMYECTBOM HOpManbHbiX (+/+) u rd/rd (aereHepa-
uMa ceTyaTKm) knetok B xoge passutus knetku rd/rd rn6HyT, B pesynb-
TaTe 4ero opMupyloTCA “HyneBble” nons (nokasaHbl YepHbIM), Ha Yem
OCHOBbIBAETCA KNOHANbHOE KapTUpoBaHue. /13 NonyyeHHbIX pesynbTaToB
cfeflyeT, 4TO ceTuaTka passuBaeTcs M3 10 KNETOK-MHULMATOPOB, KOTO-
pble, paguanbHo Nponudepnpys, hopMUpyOT COOTBETCTBYIOLLME NONS

BaHa ANS K/AOHaNbHOr0 KapTMpoBaHWA. Pesynb-
TaTbl UCC/Ief0BaHNS CBUAETENLCTBYHOT O TOM, UTO
ceTyaTKa Kaxforo rnasa so3Hukaet 13 10 nHu-
LUMPYIOLWKUX KNOHbI KneTok (puc. 11.10).

B neicTBMTENbHOCTU, OAHAKO, MOP(OreHe3 y XUMEPHbIX MblLUEN
NMPOTEKAET CMIOXKHEE M COMPOBOXJAETCA MHOT006pasHbIMU MepemMelLe-
HUAMW KETOYHbIX MaccC, a TaKXXe KOHKYPeHLUNEeWR KNEeTOYHbIX K/TOHOB,
a B psAfe cnydvaeB TKaHecneuugpuueckoin cenekTUBHO nponndepayn-
eli HEKOTOpbIX M3 HMX. Hanpumep, y annodeHHbIX Mbiwein C3H *>
AKR knetkn tnna C3H npeo6nagatoT B neyveHu, o6ycnoBnuBas pas-
BuTMe Tam C3H-rematom, B TO BPEMS KaK BbICOKONENKEMUYHbIE KNETKN
AKR 06pa3yloT KNeTKu KpoBU, B pe3ysbTaTe Yero XMBOTHbIe 3abone-
BalOT TMNMYHON AKR-nelikemunein. KnetouyHasa cenekuymsa 6bina noka-
3aHa MpW UCCNef0BaHUN Pa3BUTUS BONOC Y XMMEPHbIX MbllenR +/+ <>
Gs/Gs (greasy-cuenneHHas ¢ NO0M MNOMYJOMUHAHTHasA MyTauus, BAu-
Alolas Ha MoOpGoNorni 1 oKAacky BONOCKOB). O6GHapy>XeHHoe npwu
3TOM CXOACTBO (heHOTMNa BOMOCA annoeHHbIX Mbllen Gs +un
06bIYHbIX FeTepo3nroT Gs/+ CBUAETENbCTBYET B MOb3y aKTUBHOCTMU B
KNeTKax b 0f4HOA X-XPOMOCOMBI.

YTO TAKOE KNETOYHbIE AHCAMBNN?

CBoeobpasHble 0COBEHHOCTM peanu3auum augepeHLmn-
anbHOW aKTUBHOCTU FEHOB Ha TKAHEBOM YPOBHE MOXHO OTMETUTb Npu
(hOpMMPOBaHMM B OHTOreHe3e KNeTo4YHbIX aHcambneil. B aTom cnyuvae
4ns cneynduUecKoro pasBUTUA AAHHOW KETKWU CYLLeCTBeHHA aKTWB-
HOCTb He TO/IbKO €€ COBCTBEHHbIX FEHOB, HO U TEHOB COCEHUX KNETOK.
Oco6eHHO OTYETIMBO 3TO MPOABASAETCA B X04e AUGP(epeHLUpPOBKU
KNeTOYHbIX CUCTEM B UMMYHOKOMMNETEHTHOW W HEPBHOI TKaHMW.

[elicTBMTENbHO, CUHTE3 aHTUTe/N OCYyLLecTBASeTCA nnasmatuyec-
KUMWU KNeTKaMu B TECHOM B3auMOLEWCTBUM C APYTMMWU KNeTKamu, B
KaXXA4oW M3 KOTOpbIX JOMKHA AnddpepeHLnanbHO GYHKLUOHUPOBATH
crneundurueckas, HoO Heobxoamumas Ans obecneyeHUs 3TOro0 CUHTE3a
cuctema reHos (puc. 11.11). KneTka coefMHUTENbHON TKaHU, MaKpo-
(har, ono3HaeT aHTUIEH W BbifeNseT cneyuanbHblil cTUMyNaTop T-AUM-
tounTtoB (MMMEOLMTOB, CO3PEBLUMX B TUMYCe) — WMHTepneknH-1. B
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Puc. 11.11. M'eHeTUYECKMIA KOHTPONb 6UOCUHTE3a aHTuTen (no: dpumens, Bpok, 1986).

Ar — aHTureH; B — B-numdouunt; ®PCB — dakTop penauvkauuu n cospesaHus B-kneTtok; 1Ir —
UMMYHHbI/A 0TBeT; Md — makpodar; Tx_T-xennep; _ T-xennep-uHgyktop; Wn-1 -uHtepneiiknu 1;
WNn-2 — nHTepneiikuH 2

Puc. 11.12. NlepapXxmna reHeTUYeCcKMUX CUCTEM,
KOHTPONMPYOLWNX NpoLeccbl HellporeHesa (no:
KopoukuH, 1989).

1 — reHeTu4yeckne cucTembl, fAeliCTBYIOLLME BHYTPU
camoro gudtepeHympytowerocs B onpeaeneHHomM Hanpas-
NeHUN HelipoHa. 2, 3 — reHeTN4ecKne CUCTEMbI, AeiiCTBYIO-
e BHYTPU APYrMX HepOHOB U OGHapyXwuBatlliue CBOe
BNMSIHWE Ha ero AudhepeHLMPOBKY Yepes BAUSHUE 3TUX
TKaHeli 1 obpasyembiX B HUX NPOAYKTOB (BK/NOYas Helipopo-
CTOBble (haKTOpbl). 4 — reHeTUYeCKMe CUCTEMBI, AeiiCTBYIO-
L 1e B 3HAOKPUHHbIX 1 HEPOIHAOKPUHHBIX OpraHax n ocy-
LecTBAAIOL e CBOE BO3AeiCTBUE HA AUG(HEPEHLMPOBKY Heil-
POHOB Ha OPraHM3MeHHOM ypOBHe Yepe3 BAUSAHUE PasiNyHbIX
rOPMOHOB W APYrMX BeL,ecTB, MPOABASIOLWNX CBOK aKTWB-
HOCTb Ha YpPOBHE L,e/10ro opraHusMa

nocnefHUX HayMHaKT PYHKULMOHUPO-

BaTb reHbl MMMYHHOro oTBeTa (IR-reHbl).

OHW BbLIAENAT UHTEPNIENKNH-2, aKTU-

BMpYHOLW KNI BTOpPO T-numdpoyunt —T-

nmMmgount-xennep (MOMouwHMK). B T-
Xefnepe akTUBUPYIOTCA TeHbl, OTBETCTBEHHbIE 3a CUHTE3 (haKTOopa pen-
NMKaummn n cospesaHuns B-numdgounTos, “nponsBoguMbIX” B MMM a-
TUYECKMX y3nax. B HMUX BKIOYAKOTCA TeHbl, OTBETCTBEHHbIE 3a CUHTES
MMMYHOTN06YNNHOB, U OHU AU depeHLNpPYIOTCa B NnasmaTtnyeckue
KNeTKn, “npou3soanTenn” aHTUTen.

He MeHee yBnekatenbHas KapTuUHa CONPOBOXfAaeT anddepeHLU-
POBKY HEPBHbIX KNeTOoK. [na npuobpeTeHWa TOW WAWM WHOW HEPBHOIA
KNeTKON ee crneyntpuyecknx ocobeHHOCTel HeobXxogMma aKTUBHOCTb
He TO/IbKO ee COOCTBEHHbIX TEHOB, HO M TEHOB CMEXHbIX HEAPOHOB (a
TakXe U “yaaneHHbIX” HEPBHbIX KNETOK, OTPOCTKM KOTOPbLIX ee focC-
TUTAKT), NOCKOMbKY Kak MOpofiorus, Tak nopoi u XuMmu3am LaHHOi
KNeTKW 3aBUCAT OT CUHANTUYECKUX KOHTAKTOB C COCeAHUMW HeWpo-
Hamu. CyLecTBEHHYIO PO/ib B Pa3BUTUM HEMpPOHa MIpalT U NPpUMbIKa-
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IolWKne K HeMy FnnanbHble KneTkn (cnepoBaTenibHO, U guddepeHumn-
anbHO aKTWBHbIE B HWUX TEHbl), KOTOPblE WUIPaKT B HEPBHOI CUCTEME
TPOhMUECKYO M ApeHaXHY ponb. HakoHel, Ha guddepeHUMpPOBKY
HeMpPOHOB BAMAIOT U FEHETUYECKNE CUCTEMbI, AENCTBYOLWNE B IHAOK-
PUHHBIX N HEMPO3IHAOKPUHHBIX OpraHax (a aTo y>e, MOXHO CcKa3aTb, —
OpraHu3MeHHbIA YpOoBeHb perynsumu!), KoTopble OCYLLECTBAAOT CBOE
BNSHWE C MOMOLLbI FOPMOHOB W APYTUX BELLECTB, MPOABAAIOLLMX
CBOK aKTUBHOCTb Ha YPOBHe Lenoro opraHusma (pmuc. 11.12).

B uenom, reteporeHHOCTb KNETOUHbIX MONYAALNIA, POPMUPYIOLLUX
TOT UAN WHOWM OpraH WAM TKaHb, MO 0CO6GEHHOCTAM AnddepeHUManb-
HOr0 BblpaXXeHus reHoB (06bIYHO He-annesbHbiX, HO WMHOrga W an-
NenbHbIX), KaK B PasNMyHbIX TUMNax KeToK, TaK W B K/IeTKax O4HOro
TMNa, CKNajbiBaeTcs, No-BMAMMOMY, JOBONLHO paHO B aMbpuoreHese.
Mocnegytouime hopmoobpasoBaTesibHble COObITUA MPOTEKADT Ha OC-
HOBE CNOXHbIX B3aUMOOTHOLUEHUA COOTBETCTBYIOLMX KNETOUHbIX CHU-
CTeM.

Takum obpa3oM, Ha AuddhepeHLMPOBKE COOTBETCTBYIOLNX KNETOK
CKasblBaeTCA PYHKLMNOHANbHOE COCTOSHNE HEe TONbKO UX COBCTBEHHO-
ro reHoMa, HO U reHOMa OKPYXXaLWMX KEeTOYHbIX U TKaHeBbIX arpe-
raToB, BAUSIOLWMX Ha XapakTep AU (PepeHLUPOBKM, UX POCT U Mpo-
nngpepayuio.
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Bonpocbl 415 NMoBTOpPeHUs

UT0 Takoe CTPYKTYPHO-FeHETUYECKU Mo3anumusm?

UT0 Takoe comMaTuUyecknii mosanumnsm?

UT0 TaKoe COMaTU4YecKUin KpPoCCUHroBep?

UTo Takoe apPpeKT NoN0XKEHNA MO3aUYHOro Tmuna?

UTo Takoe PYHKLMNOHaNbHO-TeHETUYEeCKNA Mo3anLnu3m?

UTto Takoe anfoeHHble XXNBOTHbIE?

UTo Takoe K/eTo4YHble aHcambnun?

YUT0o TaKoe TKaHeBOl YpOBEHb Perynsumm 3KCrnpeccumn reHos?
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naBa gBeHaauaTas

OETEPMUWHALUNA MOJNTA N EE MOJTEKYNAPHO-
M’EEHETUYECKME OCHOBbI

UYTO TAKOE MNOJTIOBbIE XPOMOCOMbI?

leHeTMyecKas feTepMuHaLMa nona 6bina nokasaHa ele
Ha 3ape pa3BMUTUSA FTEeHETUKWN, KOrja OTKPbITUE Pasinymnii B XpOMOCOM-
HbIX Habopax camuoB (XY) u camok (XX) mo3BOAMao copmynnpo-
BaTb MPOCTOE pelleHne npobnembl onpegeneHns nona. Kak okasanocs,
BCe 3penble fAiua camMoK 06nagalT ofHOW A'-XpOMOCOMOR (BMecCTe C
HabopoM ayToCcOM), a CMepMuUM caML0B ObIBalOT ABYX POAOB: OAWH —
¢ A-xpomocomoii, Apyroit —c Y-xpomocomoii. OnnofoTBOpPeEHNE AiLa
A-cnepmuem nNpuBOAMT K 06pasoBaHMI0 3UroThl XX, KOTOpas pasBu-
BaeTCs B CaMKy, a ONAOAOTBOpPeHMe fAiua K-cnepmuem nopoxpaeT
auroty AT, 13 KoTopoli passmBaeTca camel (puc. 12.1).

BblgensatoT HEeCKO/IbKO TUMOB OMpeAeneHus nosia B 3aBUCMMOCTM
OT 4yucna u cocTaBa MOMOBbIX XpOMOCOM. Hanpumep, y camua Moryt
6bITb X- U F-XpOMOCOMBI, a Y caMKyn — TOnbK0o XX. K Takomy Tuny
OTHOCATCA MeKOnuTawlwmne, 4YenoBek, Apo3oduaa, BOLAHOW Knon
Ligaeus, N0 MMeHW KOTOPOro Has3BaH AaHHbIW TUN onpejeneHNa nona.
Lpyroit Tvn, Ha3BaHHbI MO MMEHW APYrOro BOASIHOTO Kfona, Protenor,
BCTpeyaeTca y HEKOTOpbIX 6a60ueKk 1 YepBeil U CBA3AH C HANUUYUEM Y
camuoB AO-XpoMOCOM, a Yy CaMOK — ABYX A'-XpPOMOCOM.

Ewe o4uH TMM XPOMOCOMHOIO ONpeAeseHNs nona HangeH y ntuuy,
HEKOTOPbIX 6ab04YeK, 3eMHOBOAHbIX U LIBETKOBbIX PacTeHUIA. Y HUX re-

TeporaMmeTHbIM (T.e. C pa3HbiMK
cana [Y) Camen(ch) NoNOBbLIMKW XpOMOCOMamm) Mo-
NIOM ABNSIETCH XEHCKUii. CaMku
MMerT Habop NOMOBLIX XPOMO-
com ZW unm Z0, a camubl — ZZ.

Puc. 12.1. leTepMmuHaymnsa nona no-
NOBbIMW XpOMOCOMamMMu
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BEAJTAHCOBAA TEOPUNA K.BEPULXECA

Mpegnaranucb pasfvyHble TEOPUM ONpefeneHns nona,

M3 KOTOPbIX Hanbonee monynsipHoii Gbina GanaHcoBasi TeOPUS, OCHO-

BaHHAasf Ha OTKPbITUM aMepuKaHCKOro reHetuka K.bpupxeca, KOTO-

pbiii Hawen B 1921 r. HECKOMBKO CaMOK Apo30dua, MMeBW KX TPUNNO-

NWAHbIA Habop xpomocom: 3X + 3A (Tpu Habopa A-XpOMOCOM U Tpw

Habopa ayTocom). B pesynbTaTe CKpewMBaHus 3TUX CAMOK C HOpMalb-

HbIMM camuamu (XY + 2A) B NOTOMCTBE CpeAn HOPManbHbIX CaMOK U

camuoB nonaganncb 0cobm C NMPOMEXYTOYHLIM, HEOObIYHBIM MPOSAB-

NeHneM NosioBbiX NPU3HaKoB. Bce MOTOMCTBO pacnanochk Ha 8 Knaccos

B 3aBMCMMOCTU OT COCTOSAAHWUA MOJIOBbIX XPOMOCOM M ayTOCOM.

e 1) 3X:3A — TpunaomngHasa camka.

e 2) 2X:2A — gunnoungHasa camka.

e 3) (2X + Y) : 2A — camKa.

B 3aTuX Tpex c/iyyaax OTHOLWEHUE Yyucna X-XpoOMOCOM K Yucny ayTo-
COM cocTaBffeT eguHuULy. Hanuuue myxckoii K-xpomocombl He BAUA-
€T Ha HOpMasibHOe pasBUTUE CaMKW.

e 4) Ocobu, UMeKoLLMe XPOMOCOMHYIO KOHCTUTYyUUIO XY : 2A (T.e.
OTHOLWEeHUE yncna X-XpoMOCOM K yucily aytocom cocTasnseT 0,5)
6bIIM HOPMaNbHLIMU CaMLaMW.

* 51 6) Oco6eHHO MHTEPECHbIMK OKa3anucb ocobm 2X:3A n (2X +
Y):3A, y KOTOpbIX OTHOLWeEHMe yucna JIM-xpomocoM K yucny ayTo-
coMm BapbupoBsaso mexay 0,5 n 1. OHM nmenn cMmelaHHoe NposBe-
HUE MYXCKUX U XEHCKUX MONOBbIX NPU3HAKOB U ObININ MHTEPCEK-
caMu, Yy KOTOPbIX MOJIHOCTbIO OTCYTCTBOBANN CEKTOPbI Tena, getep-
MWHWUPOBaHHbIe MO nony, NME0 LO ONpeAeneHHOro MOMeHTa pas-
BUTUSA (DOPMUPOBANNCL OpPraHbl, NPUCYLLME OLHOMY MOy, a 3aTem
OHW 3aMeHANINCb opraHamu Apyroro nosna.

e 7, 8) HakoHey, ecnm ymcno HabopoB ayTOCOM YBENMYMBANOChb L0
Tpex Npu Hanmumm ofHOK X-xpomocombl (X\ 3A), pasBuBasncs ceepx-
caMel, — OpraHn3m ¢ runepTpoPUpPOBaHHLIMU NPU3HAKAMU CaM-
ua, 04HaKo cTepunbHbIA. HanpoTus, yBennMyeHue yncna ~-xpomo-
COM Npu AUNIOUAHOM Habope aytocom (3X: 2A) BegeT K opmu-
POBAHWMIO CBEPXCAMKW C HEHOPMasbHO PasBUTLIMU AUYHUKAMU U
OPYTUMWU HapYLEeHUAMMN NMPU3HAKOB Mofa.

K.Bpugxec npuwen K BbIBOAY, YTO He MPUCYTCTBME ABYX X-XpO-
MOCOM ONpejensier XXeHCKUii nos, N He Hannume X-XpOMOCOMbI Of-
pefenseT MYXCKOW non. Pewarwowmm 4ns onpefeneHns nona aBnset-
CA, NO ero MHeHuo, 6anaHc Mexgy 4YMCAOM MOJIOBbIX XPOMOCOM U
HabopoM ayTOCOM.

POJIb Y-XPOMOCOMbI B AETEPMUHAL NN TTIONA
MAEKOMUTAKOLWKNX

OpfHako BO MHOIMX CflyyasaX, B 4aCTHOCTW Yy MeKonuTa-
WNX KU vyenoseka, banaHcoBas Teopua onpegeneHnda nona He nop-
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TBEpXaeTcAd M paboTaeT APYrol MexaHW3M, B KOTOPOM KJ/IHOYEBYH
ponb urpaet Y-xpomocoma. pu oTCYTCTBUU Y-XPOMOCOMbI hOPMUPY-
eTcsd 0cobb XeHCKoro nona npu nobéom ymucne A-xpomocom. Mpu Ha-

NNYUKN TpexX UM faxe 4YeTbipex A-XPOMOCOM, HO B MPUCYTCTBUMN Y-

XPOMOCOMbI hOPMUPYETCH MYXKCKOW OpraHusm.
3Ta XpoMocoMa XapakTepusyeTca LenbiM pagoMm crneunpuyeckunx

4yepT, OT/INYAIOLWMNX ee OT APYrMX XPOMOCOM Habopa:

e 06eHEHHOCTb reHamu;

e o06o0raweHHOCTb MOBTOPAOWMMUCA 610KAMU HYKNEOTUAOB U, B
4aCTHOCTU, MHOFOKpPaTHO TaHAEMHO NOBTOpAOWMUMUCA (CaTennT-
Haa AHK); npucyTcTBME 3HAYNTENbHbIX FETEPOXPOMATUHOBBIX pali-
OHOB;

* Hanuyme obnacTu romonorun ¢ A-XpoMocoMoin — nNceBpo0ayTocCoM-
Hoin o6nactn (PAR).

Y-xpomocoMa, Kak npasuio, He Benuka: 2—3% ranjiongHoro re-
HoMa. Tem He MeHee, Kogupytowein cnocobHocTn ee AHK y yenose-
Ka, HanmpuMep, LOCTATOYHO MO KpaliHel mepe AN HECKOMbKUX TbiCAY
reHos. OfHaKo B 4eCTBUTENbHOCTM Y YenoBeka B K-XpomMoCoMe BbiSiB-
NneHo Bcero okono 40 o6orateHHbIXx G C-napaMn Tak HasblBaeMblX CpG-
OCTPOBKOB, (PNaHKMPYHOLWNX 06bIYHO 6ONbLIMHCTBO FeHOB. PeanbHblli
CMNMCOK CBA3aHHbIX C 3TO XPOMOCOMOW FeHeTUYECKUX PYHKL KA BABOE
MeHblle. Ee heHOTMNMYECKOE BAWAHWE OTPAHWYEHO Y MbllLeil BECOM
CeEMEHHWKOB, YPOBHEM TeCTOCTepOHa, Ceposornyeckoro H-Y-aHTu-
reHa, 4YyBCTBUTE/NbHOCTbIO OPraHoOB K aHAPOreHaM W CeKCyalibHbIM
nosegeHnemMm. O6palaet Ha ce6 BHUMaHWe 1 TOT (PakT, YTo 6oNbLIAs
4acTb reHOB 3TOM XPOMOCOMbI MMeeT A-XPOMOCOMHbIe aHanorun. 370
KacaeTcsi W TEHOB, HEMOCpPeACTBEHHO BOB/IEKaeMblX B OMNpefeneHune
nona - ZFX/ZFY, SOX3/SRY, UBE1/UBElY, SMCX/SMCY.

Benuka B Y-xpomocome fons pasHOO6pasHbiX NOBTOPOB, BK/O4as
MHOTroKpaTHble. Mpu 3ToM 60MbWKNHCTBO XPOMOCOMHBIX nocfiefoBa-
TenbHoCTel romonornyHel A HK A-XpoMOCOMbI UAN ayTOCOM, U UL b
YyacTb U3 HUX YHUKaNbHa. HepeaKo BCTpevaeTcsd KONUYECTBEHHOE npe-
obnafaHne B 3TON XpOMOCOME HEKOTOPbIX CEMENCTB NOBTOPOB. Hanm-
Yyme TaKUX OTHOCUTENIbHO CMeuupuUUHbIX ANd Y-XpOMOCOMbl 6/10KOB
HYKNeoTUAOB paccMaTpuBaldT MHOrAa Kak crneuupuyecknii UHCTPY-
MeHT, obecneunBalolLnii ee KOHAEHCALMWI0 B K/ETOYHOM LUKAE UM
faXe UrparLmnii BaXHYI0 poab B OnNpejeneHnn nona.

Takum o6pa3om, Y-Xpomocoma ABASieTCA efUHCTBEHHO XPOMOCO-
MOl B reHOMe M/ieKONnMTaKLW KX, KoTopas He paboTaeT HEMOCPeACTBEH-
HO Ha peanu3auuio geHoTuna. Ee reHetnyeckas 3Ha4MMOCTb CBA3aHa
C NPeeMCTBEHHOCTbIO MeXAY MOKOJIEHUSAMU, B YAaCTHOCTU C KOHTPO-
Nnem ramMeToreHesa, a TakKe NepBUYHON feTepMUHaLMK nona.
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MONEKYNAPHO-TEHETUYECKWNE OCHOBbI
OMNPEAENEHWA MONA

MonieKynapHoO-reHeTM4yeckne acnekTbl OMNpefefieHuns
nona 6blnnM MccnefoBaHbl NNWb HEJaBHO, MMaBHbIM 06pa3om y Ap030-
thunel, Caenorhabditis elegans n y mnekonuTarLWwmnx.

[eTepMuHauuna nona y gpo3ounbl BKIOYAET TPU KOMMOHEHTA:

e 1) cuctemy “npoBepKU” OTHOWEHUSA X.A B CAMOM pPaHHEM 3ambpu-
oreHese;
* 2) CUCTEMY KOHBEPTUPOBAHMA 3TOr0 OTHOLIEHUS B CUTHAN pasBu-

T”A,

* 3) cucTeMy OTBETa Pa3BMBAIOLLETOCA OpPraHM3Ma Ha 3TOT CUTHan

(hOpMUPOBAHUEM MYXCKUX UMW XKEHCKUX CTPYKTYP.

Cuctema “npoBepkun” A:/1-0THOWEHNS BK/KOYAET B3aMMOAENCTBME
MeXay MaTepUHCKMMU BenkaMun, HaKONNEHHbIMU B LUTONNa3Me aiua,
n 6enKkamu, CUHTE3UPOBaHHbIMU 3MOPUOHOM W KOAUPYEMbIMU He-
CKONbKUMMN A-CLeneHHbIMU reHamu. MocnegHux B ABa pasa 6o0/blie y
XY-amb6pnoHoB, Yem y AY-3mbpnoHoB. I Taknm o6pasom ocyLecTs-
naetca Kak 6bl “noAcyer” MPUCYTCTBYHOLWMX B reHome A'-XpOMOCOM.
Mo3TOMY reHbl, KOTOpPble KOAMPYIOT 3TN Benku, NPUHATO 0603HAaYaTb
KaK HymepaTopbl. [lpyrue reHbl, KOTOpbIe /10Ka/M30BaHbl B ayTOCOMax,
KOOUPYIOT GENKN-aHTaroHUCTbl NPOAYKTOB HYMEPATOPHbIX 3/1IEMEHTOB
N UX HasblBalOT geHomMuHaTopamu. O4YeBUAHO, YTO MPU YBEANYEHUN
[03bl JEHOMWHATOPHbLIX 3/IEMEHTOB BOCMPUHUMAemMas UMW [03a HY-
MepaTOPHbIX 31EMEH- ok

XX 3aM6puoH XY 3m6puoH
TOB Kak Gbl CHUXaeT- : t ¥
-CuenseHHble YTOCOMHblIE
Cﬂ (pVIC- 12-2)- HymepaTopbl AeHOoOMWHaTopbI
[Mocne TOro, Kak XEJ3SE ELWIMUL W W E>  XHUESH 1w w
OTHOWeHMe X.A OlLle- YQQEB s YWW EAW&3 [&K3A E

HEHO, COOTBETCTBYHO-
ast OLueHKa KOHBep- _ 1
TUpYyeTCA B MOMeKy-

HymepaTopbl  [JEHOMUHATOPbI

NAPHBINA curHan, Ko- ° ¢ E3E3BIO vl
< - £BBL
Topbln y AA-ambpu- . ..
OHOB aKTUBUPYET reH - °3
Sxl — rnaBHbIn pery-
«3 «a TTTS3
W wow
MartepuH- «3 .

Puc. 12.2. Ponb oTHo- CcMetenkn ® @ b R —
WweHns X:A Kak Hymepa- Wheparope! " AEHOMMRATOPL!
Topa W peHOMWHaTopa Yy B v3peiTKE
aposocumnbl (no: Snustad, ren Sxl T» Tennr*

1996).

Ponb 3TOro OTHOLWeEHMNA ON-
pegensieTcs B3aumopgeiicTBuem
6en1KOBbIX MPOAYKTOB CLeNeH-
HbIX C NMOMIOM FeHOB

aKTMBEH
MatepuHckue Genkn
KOMGUHaUUN C U3GbLITKOM
HYMepaTopHbIX 6Genkos
aKTUBUPYIOT TPaHCKpPUNLUIO
rena SX| y panHux am6puoros

| ie aKkTnBeH
M136bITOK ;@HOMUHATOPHbIX
6e/KOB NpenaTcTByeT KOMG6U-
HaLUMM HYMEpaTOpHbIX M MaTepuH-
cKux 6enkoB. COOTBETCTBEHHO
ren SXI He Tpawckpubupyetcs A
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Jlo3oBas  KOMMeHcauus

Monosble NpusHakn B
X:A Sxl COMATUUECKMX TKaHAX

Monoeble Npu3sHakn B
3apofbILLEBbIX KeTKax

ON

Ha SSL 55. Caur

OFF
P H PN Mot T Sxl Cawmey,

Puc. 12.3. MexaHusm gencteua reHa Sxl (no: Belote, 1992).

J1— ponb reHa Sx| B perynsayumn pasnuyHeix npoueccos. b, B — mogens MexaHm3ma BkaoueHnsa reHa Sxl
y pasHbix nonos. ¥ camok (b) n camuos (1), 6enku, Kogupyemble reHamu 13 X-xpomMocombl (MPAMOYronb-
HWKUN) (hOPMUPYIOT aKTUBHbIE KOMMNEKCbl C Genkamu, KOAMPYeMbIMU FeHaMu, PacrnonodXeHHbIMU B ayTo-
comax (Kpy>ku). CaMKu MMetoT B iBa pa3a 60/blue KOMMNNEKCHbIX MOMEKY, YeM camubl. Hanuume 60nbLio-
ro KOMMYeCTBa 3TUX KOMMEKCHbIX MOMIEKY/ MO3BONSET UM CBA3bIBATbCA C PENPOMOTOPHbIM 371€MEHTOM
reHa Sx| u akTWBMpOBaTb TPaHCKpMNLUMiO (CTpenka Bnpaso — SxI°*). Y caML,0B YMCNO MOEKYN KOMMNneKca
HeBENNKO W Hecnoco6HO akTuBMpoBaTb PEnpomoTop. MeH Sx| He Bkntouaetcs (SxI°F), uTo M npuBoANT B
KOHEYHOM CYeTe K PasBUTUIO MOMOBbIX NPU3HAKOB caMmLia

nATOp NYyTwW AeTepMuHauyuu nona. Janee HaunHaeT PYHKLMOHUPOBaTb
Lenblii Kackaj reHoB, BOB/IEYEHHbIX B npouecc hopmMupoBaHns nona.

Y 0p030(unNibl OTKPbITbl MHOTOUYUC/IEHHbIE TeHbl, BAMAKOLWME Ha
3TOT npouecc. B yacTHocTU nccnenoBaHbl 3dekTbl reHoB SxI (Sex lethal),
da (daughter/ess), sis (sisterless), tra (transformer), dsx (double sex). I'eH
Sxl, “ynaBnuBaf” COOTHOLWEHME 4yucna X-XpOMOCOM M ayTOCOM Ha
paHHel cTagum 3M6PUOHANBLHOIO pPa3BUTUA, KOHTPOIUPYET TpU pas-
NNYHBLIX HanpaBneHWa audpdepeHLUPOBKU: popMmUpoBaHMe MONOBbIX
NPU3HAKOB B COMaTUYeCKMUX KNeTKax, B K/leTKaxX 3apofblleBoro nyTu,
a TaKXKe KOHTPO/b A030BOW KomneHcauum (puc.12.3).

Ha Ha4vanbHbIX 3Tanax GopMuMpoBaHUA nona y aM6pMOHOB 4p030-
(huNbl LEACTBYIOT TeHbl Sis-a W sis-b, pacnonoXeHHble B A-XPOMOCOME,
M reH da, pacnofioXXeHHbIA B ayTOCOME, a TaKXe reH runta gp. (Taén.
12.1).

BenkoBble NPOAYKTbI 3TUX FEHOB 06pa3ytoT KOMMNEKCHYIO MOEeKY-
ny 6enka. MpoaykKT reHa da noctynaeT B AWLUEKIETKY M3 OpraHvmsma
maTepu, ero KoJM4yecTBO BCerja COOTBETCTBYET [BYM [03aM, TaK Kak
OH CUMTbLIBAETCH C FEHOB, IOKANMN30BaHHbIX B [IBYX MaTepUHCKUX ayTo-
comax. KonmyectBo MPOAYKTOB, CYMTAHHbIX C T€HOB Sis-a U sis-b, 3aBu-
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Tabnuua 12.1

MpuHUMNManbHasa cxema onpefeseHNs nonay HeKOTOPbIX NpefcTaBuTeNell XXUBOTHOMO
mupa (no A.®.CMunpHoBy)

OpraHusm
Saccharomyces  Caenorhabditis Drosophila Alligator missip- Mnekonu-
cerevisiae elegans melanogaster piensis Talowme

KoHTponupyto- TpaHckpunuysi CoOTHOLLEHME  X-XPOMOCOM BHELLHSAS TeM- Y-XpoMOoCo-

LLWIA curHan HO-reHa ayTocom neparypa Ma
r
Kntoyesoit reH MAT (a/a) her(+/-) Six (+/-) TDF TDF-SRY
4
[eHbl, KOHTpO- xo4, sdcl, sdc2, sis-a. sis-b. da, ahekTopHbIE FOPMOHbI
nmpyrowme ro- herl, tra2. tra3, Uz,fl(2)d, Sx2, Monekysbl,
HagoreHe3 (no- feml,fem2, tra, tra2, dsx, ix rOpMOHbI
nonpegensito- femi, tral
Lve)
4
[eHbl, KOHTPO- +/- +/- +/- +/- +/-

nupytowpe no-
nosyto gudde-
PEHLMPOBKY

MpumeyaHue. 3Haku nac n TUPe O3HavakT abTepHaTUBY BK/IHOYEHUA WNU BbIK/IHOYEHUA
COOTBETCTBYHIOLLIENO reHa.

CUT OT TOr0, CKOMbKO X-XPOMOCOM Yy 0cobu — aBe unu ogHa. Cnepo-
BaTe/bHO, Yy CaML0B KOMMN/eKC 6enkoB sis/da nMeeT OTHOLWEHME CO-
CTaBNAKLWMNX ero KOMNoHeHToB 1:2 1 111 y camoK. 37K 6efIKoBble Npo-
OYKTbl MOCTYNaKT Ha Perynatodfyyto 30Hy K/4eBoro reHa Sxl, onpe-
genaowero non. OHa COAEPXWUT [Ba y4acTKa, KOTOpPbIE CTUMYNUPYIOT
TpaHckpunuuio OHK c faHHOTO reHa, — paHHWiA 1 NO34HUI NPOMO-
Topbl (cm. puc. 12.3).

B cnyuae, ecnim KOMNAEKCHbIA 6enoK sis/da CORepXuUT gBe L03bI Sis,
OH aKTMBMPYET Hayaso TpaHCKpUNuuu ¢ paHHero npomoTopa (PE Ha
PUCYHKE ) . 3TO MPOUCXOAUT B CaMblii paHHWU Nepnog aMbpuoreHe-
3a, Ha cTaguu 6nactofepmbl. 3aTeM TPAHCKPUMLUA MOXET HayaTbCca U
C NO34HEro NpomoTopa, Kak y ocobein XX/AA, Tak n X/AA. Ho pesynb-
TaTbl BKAOYEHUA TPAHCKPUMLUUM C KaXAO0ro U3 aTux npoMoTopos Oy-
OYT pasHbIMMU.

leH SxI cofepXuUT 8 3K30HOB — Yy4acTKOB, KOAUPYHOLWMX aMUHO-
KUCNOTHbIe nocnefosaTtensHocTu (puc.12.4, 1—8), pa3fefieHHbIX He-
KOANPYIOLWNUMU NHTPOHaMU. Y camuoB (X:A=0,5) npu akTMBauuMmn nosg-
Hero npomoTtopa (Pt) cuuTbiBaeTCA TpPeTWii 3K30H (Cm. puc. 12.3), B
KOTOPOM pacnofioxeH KogoH UGA, nocne 4yero tpaHcnduma ocra-
HaBnuBaeTca, U 6eNOK MonyyYaeTcs YKOPOUYeHHbIM. B oTcyTcTBME HOp-
MasibHOro PYHKLMOHANbHO aKTUBHOIO 6e/Ka, Kogupyemoro reHom Sxl,
reH tra, pacnofioXeHHbIV fanee B JaHHOM Kackaje, Takxe (hyHKLMO-
HUPYeT HenpaBUIbHO, faBas YKOPOUYEHHYIO HEMYHKLMOHANbHYO MO-
nekyny 6enka (TpaHcnaumio 6n1okmpyet KogoH AUG BO BTOPOM 3K30-
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A B

X-"A=0(5 X:A=10
AUG UGA AUG UGA
51 C TA~rdrrrY W O t]
1 2 3 4 567 8 1 2 1 4 567 8
HetyHKLMOHaNbHbI
Sxl| d * D
AUG  UAG ALG A
trads'~dzzzrr:
1 2 3 2 3
HethyHKLMOHaIbHBIA
tra tra"
AUG- UAG AUG UAG
dsx 0AN [4* b
1 2 3 5 6 12 3 4
(3D
b
1
nofasneHne andhepeHLpoBKu nogasnexve auddepeHLpPoBKM
camKu camua
|
Camel, Camka

Puc. 12.4. KacKkap reHHbIX B3auMMOAenCcTBUIA, NPUBOAALLNX K POPMUPOBAHUIO cCOMa-
TUYECKMX MONOBbIX NMpusHakoB camua (A) u camkm (B) (no: Belote, 1992)

B kackap BoBneYeHbl reHbl Sxl, tra, tra2, ix, dsx. MpamoyronbHuky ¢ uudpamn 0603HaqalOT KoOAMpyoLWme
4acTW reHOB — 3K30HbI. 3a4epHeHHble YacTy 9K30HOB NPeACTaBNAOT COGOM yUYacTku, KOAUPYHOLLMe aMUHO-
KMCNOTbI. 3Ursaramu nokasaHbl MHTPOHbI

He). XoTs 6enok gpyroro reHa, lra2 (puc. 12.4; 12.5), npucytcTByeT y
060MX NOMIOB, OH He CMOoCcob6eH (hYHKLMOHMPOBATb B OTCYTCTBME HOP-
MasbHOr0 MPOAYKTa reHa tra. bonee TOoro, B OTCYTCTBUE HOPMA/IbHbIX
NPOAYKTOB reHOB tra 1 1ra2 hopMMpPYyeTCs 0COObI/ camL0Bblli 6e10K dsx
M, cuuTaHHbI C ONpegeneHHOro Habopa 3k30HOB (puc. 12.5). Takon
6enoK penpeccupyeT pasBuTMe NPU3HAKOB XEHCKOro nona. B pesynb-
TaTe HapyLWweHUin LeiACcTBUSA Kackaja 3TUX FeHOB pa3sBUTWMe HamnpaBns-
eTCA B CTOPOHY (POPMMpPOBAHMA NMPU3HAKOB camua.

Y camok (X:A=1,0) TpaHCKpUNT reHa Sxl He cOAepXUT 3K30Ha HOMep
3 CO CTOM-KOAOHOM, B pe3y/nbTaTe 4yero GopMupyeTca MOMHOLEHHbIN
6enok Sxl, B3anMOLeNCTBYIOLWNIA C TEHOM tra, KOTOPbIA, B3auMogeii-
CTBYS B CBOK Ouepeflb C 6GENKOM reHa rra2, perynupyeTr obpasoBaHue
cneyuduueckoin gna camok PHK dsx /"(puc. 12.5). Hanuuune cneyn-
thmyeckoro anga camok npoaykra dsx F cnoco6cTByeT BOBMEYEHUIO B
JOaHHbIV Kackag reHoB ix u her. befKn 3TMX reHOB MHAKTUBUPYIOT MHO-
rme NOKYCbl, aKTUBHOCTb KOTOPbLIX MOrfia 66l NpuBecTn K popMmupoBa-
HUK CaMLO0B, TaK YTO B KOHEYHOM uMTOre OPMMPYETCA camka.
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>

An>TepHaTUBHbII
cnnaiicunr SXI PHK
npoayunpyet SXL TpaHckpunuma CnnaiicuHr TpaHcnayus XX XY
6enok y XX, HoO 3MGpUOH 3amM6pro
He XY 3am6puoHoB

J s SxI PHK d£> SxI mPHK — I SXL 6enok +

N

Benok SXL
perynupyer cnnaii-
curr SxI u tra PHK

CZI*> tra PHKCUW " tra mPHK TI~~A> | TRA Genok + =

2 AnbTepHaTMBHbIi

cnnaiicuur tra PHK

npoayuupyet TRA

6enok y XX, Ho

He XY omGpuoros | tra2 ren | 1 ~/1 tra2 PHKCZA> tra2 mPHK F~~N | TRA2 6enok~[ + +
4 Benkn TRA1 n TRA2

perynupyioT cnnaiicur

dsx PHK Benok Benok

| dsx rew | CZZ"dsx PHKCr~> dsX MPHK |-~ | DSX 6enok~]  camku camuya

5 AnbTepHaTUBHBIi
Penpeccupyet  Penpeccupyet
cnnaiicuur dsx PHK Y hnpecoupye
CamuoBbIe” "camouHble

npoAyuvMpyeT /1Ba pasHbix Tt Tobol
6enka - 1o ofHOMy Anst
Kax/40ro nona .
i 1
6 DSX Genku KOHTponupyioT Passutne  Passutue

comaTuyeckue MonoBble NpU3HaKkn ambpuoHa  amBpuoHa
Bcamky  Bcamua

Puc. 12.5. Perynauua petepmuHauum nona y gposodunbl reHom Sex-lethal (Sxl)
(no: Snusted, 1996).

3TOT reH perynupyeT akcrnpeccuto reHa reHa transformer (tra), KoTopbiii B CBOIO ouepefb perynupyet
akcnpeccuto reHa doublesex (dsx). IeH transformer-2 (tra-2) Takxe y4acTByeT B perynauyumu 3kcnpeccuu
reya dsx

Takum 06pa3om, y 4p030(ubl BOXKHYHO po/ib B AeTEPMUHALMK Nona
Urpaet anbTepPHaTUBHbIN CNAAACKHT.

[encteutenbHo, SXL-6en0K B Mepmnof akTuBaLuy COOTBETCTBYHO-
Lero reHa GyHKUMOHUPYeET KaperynatTop cnnancuHra. Ero muwens-
MW ABNAAKTCA TPAHCKPUNTbI, CUHTE3NPOBAHHbIE TEM XKE CAMbIM F€HOM
N aKTUBMPYeMble B 605ee NO3AHMI nepuof pasBuTusa. M3HayanbHbIii
SXL-6€e10K KOHTPONWPYeT cnnaicuHr atoin BtopuyHoii PHK y ca-
MOK, TaK 4YTO OHa npoayuupyet hyHKUNOHANbHO aKTUBHbI/ 6enok, B
TO BPeMS KaK TPAHCKPUNT camua CUHTE3MpyeT HeaKTUBHbI Genok.

AnbTepHaTUBHbIN CNAANCMHT MPOAOMKAETCA U B XO4e fanbHelilel
peanm3aynun nNporpaMmmbl gupPepeHUMpoOBKU NoNa: aKTUBUPOBAHHbIN
SXL-6enok gencteyeTt Takxe Ha MPHK, cMHTE3MpPOBaHHYO FeHOM tra,
KOTOPbI KOHTPOMpyeT obpasoBaHue 4pyroro perynsaropa cnnancuH-
ra, cneyunpuyHoro gns camMkn. Ero MuweHb — “KOHEYHbIN” reH dsx,
(hYHKLMA KOTOPOIro TaKXe Perympyetcs Ha ypoBHE a/ibTEPHATMBHOIO
cnnancuHra.

HecMOTps Ha MHOTOYMC/IEHHbIE Pa3IMyMa B NPOLLECCe MONEKYNsAp-
HO-TeHeTUYEeCKO geTepMmHaumm nona mexgy Drosophila n Caenor-
habditis elegans, aTu fABa BMAa MMEKT M HeuyTo obLee — npupoay
MepBMYHOrO CUrHana, KOTopblii AeTepMUHMPYeT pa3BuThe 3M6pPUOHaA
B caMLla Mau camky.

B TO BpeMsa Kak y MAEKONMTalLWWUX TakKUM [eTEPMUHNPYHOLW UM
(hakTOpoM ABMAETCA NPUCYTCTBME WU OTCYTCTBME CamuoBoii K-xpo-
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mocombl, y C.elegans, kak n y Drosophila, onpegensiowum ssnsgetcs
OTHOWeEHMe JIEXPOMOCOM K Habopy HemonoBbIX XPOMOCOM (ayTOCOM).

Kak yxe oTMeyanocb, y camMmOK OTHoweHue X.A coctasngetr 1,0
(korpga nmeetca gBe A-XpPOMOCOMbI M MO fBe KONWU Kaxol ayToco-
Mbl), B TO BPeMS KakK y CamML,0B C OfHOA X-XpOMOCOMOW OHO paBHO 0,5.
Mpu 3TOoM y Apo30GhMAbI TEHOM, KOTOpbI/ ocywecTBnseT “nogcyer”
OTHOWeHUA X:A, ABnsaetcs red Sxl, y C.elegans ero pyHKLNW BbINOJI-
HAeT reH xol-1 (puc. 12.6). He fAcHO, ofHaKo, Kak 3ToT “nopgcyer”
ocyuilectsnsetrca y C.elegans. Bo BCAKOM cnyyae, laHHbIE O FreHax-Hy-
Mepatopax M JeHoOMMUHaTopax y 3Toro o6bLeKTa OTCYTCTBYIOT.

Ha ocHoBaHMM aHanuM3a (eHoTUNa KOMOUHUPOBAHHbLIX ABOMHbLIX
MYTAaHTOB YCTaHOB/IEHa WepapXus 3nuctasa And LeTepMUHUPYHOLLUX
Mo/l TeHOB:

tra- M>fem-1, fem-2, fem-3*> tra-2 her-1.

Hanpumep, gBoliHble MyTaHThl tra-1, her-1 pa3BuBalTCA Kak cam-
bl HE3aBUCUMO OT TOro, ecTb M 310 XX)- nam XX-oco6H. Moatomy
MacKy/NMMHN3NPOBaHHbIe fra-7-0c06M 3MUCTATUUYHbI MO OTHOLIEHUIO K
(DEMUHU3UPOBAHHBLIM her-/-MyTaHTaM.

Mcnonb3ys aTu anuctaTMyeckKne B3aMMOOTHOLIEHWUA U LOMONHU-
TENbHY0 WHPOPMaLUK 0 TOM, KakK (DYHKLUOHMPYIOT BCE 3TU TEHHbI,
MOXHO YTOYHUTb UX MECTO B CUCTEME PEryNALUM NOMOBLIX MPU3HAKOB.
Y apo3odunbl reH Sxl sBnsieTca UCTUHHO monocneunduyeckum. Ero
MOXHO Yy[annTb y CaMLOB, U OHW He nocTpagarT. B npoTMBONONOX-
HOCTb 3TOMY reHy, red xol-1 y C.elegans umeeT Kno4yeBoe 3Ha4yeHne B
MacKy/MHU3aLuM, X0TA 3HAYEHMe 3TO HEBE/IMKO Y caMmoK. Kpome Toro,
y C.elegans anbTepHaTUBHbIV CMNAACUHT He UTPaeT CYLLeCTBEHHON ponu
B perynsuum onpegeneHus nona. Bmecto aTtoro 6enku, Kogupyemble
reHamm 4yepBs, MPeLCTaBNAT cO6ON cucTemy nepefayvvm non-getep-
MUHUPYIOLWNX CUTHANOB MeXay ABYMS uam 60nee B3anMOAECcTBYIO-
WuMKn Knetkamu (puc. 12.6). FnasHoe oTAM4YMe OT 4P0O30(UNbI 3aK/IH0-
YyaeTcd B TOM, 4TO cneuuuueckne U3MEHEHUA aKTUBHOCTU TFEHHbIX
KOMTM/IEKCOB NPOUCXOAAT He B 60NbLUNMHCTBE COMATUYECKUX KIIeTOK, a
BHYTPU WHAMBUAYANbHBIX K/IETOK.

Y C.elegans getepMmuHaumsa nona HauymHaeTCcsa C 3KCNpeccun reHa
xol-1 B OTBeT Ha camL0BOe OTHOWeHMe X.A, pasHoe 0,5 (puc. 12.6).
BbicoKas aKTUBHOCTb 3TOr0 reHa BeAeT K CHUMXKEHUI0 aKTUBHOCTU He-
CKOJIbKMX APYTUX reHoB, Ha3BaHHbIX sdc-1,-2, -3.

benkoBble MPOAYKTbl 3TUX FEHOB PefyUMpPYHOT 3KCNpPeccuto reHa
her-1, cnegylowero reHa B 3TOM Kackafe. TOPMOXEHWE aKTUBHOCTM
reHa sdc y camu0B BbI3blBAeT YBE/IMUYEHNE NMPOLYKLUUN CEKPeTUpPyeMo-
ro HER-1, KoTopblii, cnegoBaTeNlbHO, NepefaeT CUTHabl MeXAY KneT-
Kamu.

CnepytowWwnii reH — tra-2 (HepOACTBEHHbIN TeHy tra-2 gpo3odu-
Nbl), KOAMpyeT MeMOGpaHOCBA3aHHbIN pPeLenTopHbIA 6enok. CnegoBa-
TenbHO, y C.elegans B xo4e mpouecca feTepMuHauum nona no Kpam-
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Coma camua

Puc. 12.6. Cxema reHeTuyeckoin perynsauum nonay Caenorhabditis elegans

Heil mepe fBa Pa3/IMUHbIX TUMA KNETOK B3aMMOLENCTBYIOT APYT C 4pY-
roM — npogyuupytowme curHanoHolii 6enok HER-1 n cuHTesmpyto-
Wwue peuenTopHblni 6enok TRA-2. benok HER-1 —Topmo3awnin cur-
Han, KOTOpbIV pesyumpyeT akTUBHOCTbL TRA-2, 4TO BefeT K yBenunye-
HUIO aKTUBHOCTW CneAyroLlmnx B Kackafge reHos — fern-1, -2, -3. U,
HakoHel. FEM-6enok “npegnucbiBaeT” a4py NPov3BOAUTbL MEHbLUe
6e/IKOBOro NpofyKTa, KOAMPYemMOro nocfiefHMM B Kackaje reHom tra-
1. OTOT reH KOAMPYET TPAHCKPUNUMOHHbIN (hakTop, KOTOpbI “paspe-
WaeT” pa3BuTMe CaMKKN. PefyKuus ero akTMBHOCTU MacKy1UHU3NPYeET
3MOPMOH. Y 3MO6PMOHOB, pasBMBAKOLLMXCA MO CAMLOBOMY NyTW, OHa
HU3Ka.

MONEKYNAPHAA TEHETUKA MNMOJIA MJIEKOTMUTAKOLWNX

Y MnekonuTarwlWwmnx MONEKYNApHO-reHeTuYecKne OCHO-
Bbl JeTepMUHaLUM MNofa UMEKT CBOW OCOOGEHHOCTM, U CyliecTByeT
[iBa COOTBETCTBYIOLLMX Mpasuia B 3ToM npouecce. MNepsoe 66110 cop-
MynupoBaHo B 60-e roasl XX B. A.JKocTtom. OHO rnacut: cneuuanmsa-
UMA pa3BMBAOLWMXCA FOHAL B TECTUC UAWM AMYHUK OMNpefenseT nocne-
LyIoLLY0 NOJIOBYIO A epeHLMPOBKY aMbpunoHa (puc. 12.7). OHo 6b110
060CHOBAHO 3KCMEepMMeHTaMun Mo yaneHUo 3a4aTka 6yLyLWnX roHaj
(roHagHbIn BanMK) y paHHUX 3MOPUOHOB KPONMKOB. Y JaneHue aTux
Ba/MKOB A0 (DOPMMPOBAHMUA roOHafLbl NPUBOAMNO K pasBUTUIO IMBPUO-
HOB KakK camoK. OTclofa MOXHO Obl/10 NPefnonoXuTb, YTO FOHaAb
CaML,0B — CEMEHHUKN — CEKPETUPYIOT apekTop (TECTOCTEPOH), OT-
BETCTBEHHbI 32 MacKy/nMmHu3aLmo nnofos. Ha oCHOBe 3TUX OMbITOB
66110 TaKXe MpefAcKasaHo Hanmume BTOPOro ayhekTopa — aHTUMION-
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Puc. 12.7. Pa3BuTue roHag y maeKko-
nuTaowmnx (no: A.®. CMUPHOBY).

A — nnon ¢ HegudhepeHLMPOBaHHONK npo-
roHagoi. b — cxemMa MO4enONOBON CUCTEMBI Y Ta-
KOro nnopa, camua v camku. FOHafgHbI 6yropok
pa3BuBaeTcs BMecTe C Me3oHedpocom (mouka).
MporoHaga moponornyeckn Hepasnnuuma y XX
1 XY am6pnoHoB. lMepBble NONOBbIE Pa3NNyuna Mex-
Ay pasBMBalOLWMMNCA TOHajaMu HabnogalTcs y
yefioBeka 4epes 6 Hefenb MocC/ie 3a4aTus, y Mbl-
weii Ha 12,5 feHb. MionnepoB NPOTOK NPOroHagbl
ABNAETCA NpejllecTBEHHUKOM MaTKu, AiiLeBojoB,
BEepXHeii 4yacTu Bnaranuwa, Bonbdos npoTok —
annananmMmunca, CeMaBbIHOCALWMX NPOTOKOB, CEMEH-

6 Mporokasa HbIX MY3bIPbKOB
Mionnepos ! \\ AMFSOHeCppOC
mIor\Q  Qm neposckoro ropmoHa (MIS), He-

NOCPeACTBEHHO KOHTPONMPYIO-
yporennransnui cnnye  LLETO TAKME aHATOMMYECKME npe-

Tectucy! o6pas3oBaHus.
Snuanpumu” BTopoe npaBuno onpejgene-
A / HMUA nonay MAeKonuTalLWmnxX rna-
Aiuesop CUT: 7-XpOMOCOMA HECeT reHeTu-

Pora matku

Yyeckyt UHpopmauuio, Tpebye-
MY 4N geTepMuHauumn nonay
camL0B. KoMGUHaLMIO 3TUX ABYX
npaBun 4acTo HasblBAT NPUHLUNOM >KOCTa: XPOMOCOMHOe onpeje-
NeHye nona, cBA3aHHOe C NPUCYTCTBMEM WU OTCYTCTBUEM 7-XPOMO-
COMbI, feTepMuHUpYyeT anddepeHynaLio aM6pMOHaNbHOW FoHagbl,
KOoTOpas B CBOK O4Yepefb KOHTPONMpyeT heHOTMMUYECKMIA Non opra-
HU3Ma. MoA06HbIA MexaHU3M onpedeseHWa Nofia Ha3blBalOT reHeTH-
yeckum (GSD) u npoTMBONOCTABMAAIOT TaKOBOMY, OCHOBAHHOMY Ha
KOHTpONMpyloWwen ponn ¢akTopoB BHelwHel cpeabl (ESD) unm Ha
COOTHOLUEHWMN MOJIOBbIX XPOMOCOM M ayTOCOM.

Y Maekonutarwmx amo6puoHanbHaa 3aknajka roHag asnserca 6u-
CeKCyaNnbHOW. B HMX OAHOBPEMEHHO MPUCYTCTBYIOT MIO/IEPOBLI U BOMb-
(hOBbl MPOTOKM — 3a4aTKK MOOBLIX NyTei camL0B U CamoOK.

MepBuYyHas feTepMUHaLMA Nofa y camMLUOB HauyuMHaeTCa C MosBfe-
HWUA B TakWX NpoOroHajax cneunanu3npoBaHHbIX KneTtok CepTonu, B
KOTOPbIX CMHTE3UpPYyeTCa NnpefAckKasaHHbIN XocTom takTop MIS, oT-
BETCTBEHHbIV 3a MpAMOe WAM onocpefoBaHHOe MHrMbupoBaHue pas-
BUTUA MIO/IIEpOBa NPOTOKA — 3ayaTka 6yayLux dannonuessix Tpy6 v
MaTKW.

3T0T 6e/10K Ha3blBaOT aHTUMI 1EPOBCKUM ropmoHoM (AMH). OH
CUHTEe3MpyeTCa B NpoLecce pasBMTUA Moc/e TOro, Kak Havancs CUH-
Te3 SRY-6enka u, cnefoBaTenbHO, COOTBETCTBYHLWMNIA TeH MOXET CAy -
XWUTb MULIEHBIO 4719 HEMPSMON perynsyum co CTopoHbl SRY-6enka.
Moka3aHO CyLLecTBOBaHME TPAHCKPWUMLMOHHOIO (hakTopa, KOTOpbIi
MOXET 6bITb NPOMEXYTOUYHbIM PErynaTopomM reHa AMH. M3BecTeH Tak-

CeMeHHOI ITyabipek

226



Mionnepos
npoToK

Mionnepos Perpeccus
NpoTOK

Genital Penis
tubercle Prostate
Urogenital

sinus

Puc. 12.8. inarpamMmma, LEMOHCTPUPYIOLL,as BO3MOXHbIEe PYHKL WU FeHOB, y4acTBYHO-
WKX B jeTepMmunHaumm nona y mnekonutarowumx: SRY, Sox9, AMH, WTI, SF1, DAX-1

e 6efloK, Ha3BaHHbLIN cTepongoreHHsiM ¢aktopom-1 (SF-1), koTo-
pbiii ABAseTCS rnobanbHbIM PerynsaTopom reHoB A5 BCeX (PepMEHTOB,
CBA3aHHbIX C CUHTEe30M cTeponoB. OKas3anoch, YTO PerynaTopHas noc-
nefoBaTeNbHOCTb FeHOB AMH cogepXXuT caiiT cBsidbiBaHMA ¢ SF-1, u
3TOT CailT Heob6XxoauM AN akTuBaumm reHa (puc. 12.8; 12.9).

Takum obpas3om, Tpu reHa, kogupyrowux 6enkm SRY-1, SF-1 u
AMH, moryT B pesynbTate WX MOCNeA0BaTeNIbHOr0 AeWCTBUA MrpaThb
KNHOYEBYIO PONb B AeTEPMUHALUM NOMA Y MIEKONUTAOLWMNX.

PO/Ib TEHA SRY B PErynAuunnm nonA
MAEKOMUTAKOLWKNX

[na HopmanbHOro (yHKUMOHMpPOBaHUA Knetok Ceprto-
nm Heobxogum AY-kapuoTun. IMeHHO B 3TuX KneTkax K-xpomocoma,
C KOTOPOW CuenfeH FMNOTETUYECKNI A TecTUCONpeensowmnin pakTop
(testis determining factor — TDF), AeKOHLeHCUpPOBaHA U TPAHCKPUN-
LMOHHO aKTUBHa (puc. 12.9).

ITOT pakTop no3gHee 6bIT UAEHTUPULUPOBAH KaK reH 1 Noayyumn
Ha3BaHue Sry (sex determining region of Y gene). OH kogupyet 6enok,
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NnosioBble KNETKU

» (NnpocnepmaToroHmn)

KNeTKNn CoefuHUTENbHON
"*ooroHumn t

TKaHu
Yxpomocoma
(kneTkn Ceprtonn) — »MIS
nogfepxusarnolime KneTkn KneTKu
chonnukynos
CTeponaoreHHble KneTku -»AKkneTkn Jledigura ) —»TecTOoCTEPOH

KneTkn Takm— P 3CcTporeH

MporoHaga
HepuddepeH-
uupoBaHHasa ®opmupoBaHne [fluddepeH-
roHaga "roHagHoro" nauus
[lo roHagHan A A Hman
(nporoHapga) nona ( nona
1
onnopo- ¢opmupoBaHne noseneHve CUHTE3
TBOpeHue roHajHoro KNeTok MIS
6yropka Ceptonn

Puc. 12.9. Cxema onpegeneHns nona y mnekonutawowmnx (no: A. d@.CMupHoBy).

A — onpefjienieHne TeCTUCOB U3 YeTbIpex KNeTOUHbIX TUMOB NPOroHadbl. MYyHKTUPHbIe CTPeNnku 0603Ha-
4aloT NyTW B HanpaBfleHWU Pa3sBUTUS AUYHWKOB. b — BpemMeHHas AuarpamMma nocnefoBaTesbHbIX CTagnii
onpegeneHus nona. / —[0roHajHasn: 0TCYTCTBME Y 3MGPNOHA NONMOBbLIX OPraHoOB; 2 — NPOroHajHas: nosBe-
NeHne roHafHoOro Bannka u GucekcyanbHOW nporoHagsl; 3 — (opMupoBaHue roHagHoro nona (NepsuyHoe
onpegenenue nona): cuHTes TDF, nosBneHne kneTok CepTonun, OKpYXarwLWnx Nonosble KNeTKn (CeMsBbl-
HocAlMe KaHanbubl); 4 — anddepeHynayna nona: cuHtes MIS knetkamu CepTonn, NosBNEHWE KNeTOK
Neiigura, NpoayLMpYIOLWNX aHAPOTeHbl, MaCKyNUHU3ALUA BHELWHUX reHuTannes

ob6pasyrwnin “unMHKoBbIe NanbuUbl” 1 obnagarownin AHK-cBa3bIBaKo-
Wel aKTUBHOCTbIO, a MOTOMY paccMaTpuBaeMsblii kak hakTop peryns-
LUKN TpaHCKpUNUMn. TeH “pacnofioXXeH B AeTepMUHUPYIOLWed non
06nacTn K-XpomMoCOMbl U COAEPXUT KOHCepBaTUBHLIA fomeH (HMG-
60KC), KOTOpbIi KogupyeT 60K pasmepomM pa3Mepom 79 aMUHOKUC-
NOTHbIX 0CTaTKOB. Ero akTMBHOCTbL Oblfla 06Hapy>KeHa HaKaHyHe nepu-
ofa AnddepeHLMPOBKM MPOroHabl B ceMeHHuWK, oT 10 go 12,5-ro
LHSA 3MOPUMOHANBLHOIO PasBUTUA Y MbILIN.

ToukoBble MyTaunu unu geneuunm B8 HM G-60Kce 3TOro reHa MoryT
npuBOAUTL K MHBepcuun nona. MepeHoc hparmeHta AHK pasmepom
14 k6, copeprKallero 3ToT reH ¢ PAAHKMPYIOLWMMM yyacTKaMu, B OnN-
NOLOTBOPEHHYIO AlLLEKETKY FOMOraMeTHON MbIWK C MOMOLLbIO MUK-
POMHBEKUMM MPUBOAUT K noasneHuto “camuya” ¢ XY-kapnotmnom. Y
nocnegHero, OAHaKo, HabnwpaeTca feeKTHbI CrnepmaToreHes.

Benok, kogupyemblii HM G-60KcoM reHa Sry, cneynduryecku cBs-
3biBaetcs ¢ AHK, uto BegeT K M3rmbaHuio ee Monekynbl. Takas ge-
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thopmaumna cTpyktypsl AHK, nHayumpyemas SRY-6enkom wnu pog-
CTBEHHbIMW eMYy Monekynamu (n3secTHo 6onee 100 6enkoB ¢ HM G-
[OMEHOM), MOXeT MeXaHW4YecKn MnepefaBaTbCs Ha PacCTOAHUE U WUT-
paTb BaXHYH POJSib B perynsyuu TPaHCKPUMUMWU, pennukayuun, pe-
KoMbOuHaymm. WmeeTca ISKCNEepUMeHTanbHbIA MaTepuan,
CBUAETENbCTBYIOLWMIA B MOJIb3y OMNOCPELOBAHHOIO MOAOXMWTENBHOIO
KOHTPONSA aKTUBHOCTW reHa mis 6e/KOBbIM NpoAykKToM SRY u oTpu-
LaTeNbHOr0 KOHTPO/A 3TUM >Ke MPOAYKTOM FeHa apomarasbl, KOHTpPO-
NIMPYHOLLEro NpeBpaLLeHne MY>XCKUX CTEPOUAHBIX MOMOBLIX FOPMOHOB
B )KEHCKMe. Ha Hannume Takoli cneunmunyeKoin akTUBHOCTU reHa Sry
YKa3blBaeT M BHYTpPUAAEpHas N0Kanm3aumna aHTUTEN K ero npogykry.

leH Sry — 0AMH M3 4YNeHOB 60MbLIOFO cemelicTBa reHoB (6onee 20
4Y/IeHOB), NOMYYMBLUEro Ha3BaHue Sox. [lns 3TOro cemelicTBa Xapak-
TepHa TKaHecneumnpunyeckas aKCnpeccua B paHHem ambpuoreHese. eHbl
Sox-], Sox-2 n A-XPOMOCOMHBIA S0x-3 aKTWBHbI B pa3BUBalOLencs
HEepBHON cucTeme. Sox-4 PYHKLMOHMPYET Kak akTMBaTop TpaHCKpun-
uuu B T-numdoyntax a Sox-5 NposBnseT cneynduyeckyto akTUBHOCTb
BO BpeMs crnepmaTtoreHesa. HegaBHO M30/1MpOBaH Ye10BEYECKUI TO-
MOJIOT FeHa Sox-9 MblWK, TPebyWNnca 4Ns HOPMaNbHOTO pasBUTUA
cKeneTa.

OfHaKko npouecc feTepMuHaLuu nona, Kak u gpyrue mopdoreHe-
TUYeckue cobbITUA, KOHTPONMPYIOTCA FTeHETUYECKU HA MHOTMUX YpPOB-
HAX. MoKa3aHo, B YaCTHOCTW, CYLLECTBOBaHWE FEHOB, MOAUMULUPY-
IOLWKNX 3 (eKT reHa Sry. 3ameyeHbl, B YaCTHOCTU, pasnnyusa B pocTe
roHaj camuoB W caMOK: nepBu” pacTyT 6bicTpee M 3TOT 60/1ee 6bICT-
pblAi pOCT KOHTponupyeTca reHom Gdy (growth and development),
KOTOPbI/i pacnosoXeH B SXr-y4yacTKe 7-XPOMOCOMbI MbILLENA.

HepaBHO 6bin M301MpoBaH reH Dax-1. MyTayumn aTOro reHa Bbl3bl-
BalOT A-CLENNEHHYIO afpeHa/ioBy0 rMnonaasnio, Npu KOTOPOil Hapy-
WwaeTca pasBMTUE HagnoveuyHukos. OH KapTMpoBaH B Manoil o6nactu
AlxpoMocOMbl, KOTOpas HaijeHa AynAULUPOBAHHON y AY-caMKu.
MpegnonaraeTcs, 4To 3Ta 06/1aCTh HECET FeH, HeOOX0AUMBIN ANna pas-
BUTUA AMYHWKOB, W €ro ABONHas f03a MOXeT (DeMUHU3NPOBaTh pas-
BMBAlOLLMECA TOHaAbl camua.

OH KoAgWpyeT peuenTOpPHbIA KOMMAEKC Ha MOBEPXHOCTM KNETKW,
CMOCO6GHbIN pacno3HaBaTb FOPMOHbI, K KOTOPbIM CU/bHO YYBCTBUTE-
NeH, a NOTOMY B YBE/IMYEHHOI [03€ MOXET npeofoneTb curHan SRY u
CABWHYTH pasBUTUe rOHAJ B CTOPOHY ANYHMKaA. ITOT reH paccmaTtpusa-
eTCcA KaK penukT 60see NPpUMUTUBHOW A'-XPOMOCOMHOW CUCTEMbI fe-
TepMuHauum nona. Kogmpyemsblii UM peLenTop poACTBEHEH CTEPOMAO-
reHHomy @aktopy SF-1, akcnpeccus KOTOPOro obGHapyXeHa B He-
anddepeHLMPOBaHHOW MporoHage Mblweid. MyTaymm no reHy SF-I
MOTYT NPUBOAUTL K OTCYTCTBMIO FOHaA y 060ux nonos. MNMpegnonaraet-
CSl W €ro y4yacTue B KOHTPOJie aKTUBHOCTW TeHa aHTUMHII/IEPOBCKOTO
ropmoHa M IS B knetkax CepTonu.
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Tabnuua 12.2

[eHbl, NPeAnoNoXNTENbHO YYacTBYOLWNE B leTEPMUHALUN MO1a Y MIEKOMUTAOWKX,

FeHeTuyecknii haktop

1) Gpy
2) WTL

3) Sox9

4z

5) DAXI (DSS)

6) Tdan

7) Tas

8) MIS

9) Tfm (hAR)

10) leHbl cnepmaro-
reHesa u cnep-
MUOreHesa

1)SFI

12) Od

nomumo SRY nzZFY

YuyacTve B KOHTpO/e AeTepMUHaLun nona

KOHTPO/IMPYEeT CKOPOCTb PocTa 3MOPUOHOB 1 NPOroHaz

B/INSIET Ha pa3BUTVe MPOroHadbl NPUMepHO Ha 9-1 AeHb 3MOPUOHAb-
HOr0 pa3BWTUS, CBA3aH C HAacNeACTBEHHbIMW 3ab0neBaHUAMU — Ony-
Xonb Bunbmca, cuHapom [sHnc— fpama

cofepxnH HMG-60kc, oTBeTcTBeH 3a CD-CMHAPOM M ayTocoMaslb-
HYI0 MHBEPCUIO Nona; aKcnpeccupyetcs 40 13-ro gHA aM6puoHanbHOro
pasBUTUSA; BO3MOXHbIA MogMdmKaTop BansHUA SRY Ha MIS-reu

OTPULATENbHbIA PerynaTop pasBUTUS TECTUCOB; B HOPMe aKTUBEH Y
caMoK, y camuoB 3a6/10KMpoBaH paboToii SRY, cyulecTByeT myTaumsa Z',
He YyBCTBUTe/IbHAsA K athdeKTy Bo3gdelicTBusi TDF-SRY

NloKanmn3oBaH B paiioHe XpW: B ABOWHOWM [03e cnocobeH npeogone-
BaTb athheKT SRY v caBuraTb pasBUTUE roHadbl B HanpaBneHUn ANYHW-
Ka; KOAWPYeT sfepHbIi peLenTop; OTBETCTBEH 3a [0303aBUCHMYHO
peBepcuto nona

NPeAnoNOXMUTENIbHO CBA3aH C XPOMOCOMaMM 2 1 4 MbILW; MPUBOANT K
NosiB/IEHNIO 0BOTECTMCOB Y B6Y °°M-rnbpungos

ayToCOMHas Myrauus Ha 17-i XpomMocome MbllLeid, NpuBoAsLLas K
nosiesieHNto J1Y-camok

reH aHTUMIONIEPOBCKOr0 ropMoHa, ceKpeTupyeTcs kneTkamu CepTo-
NN B OTBET Ha aKTMBHOCTb SRY; WMHruéupyeT pasBuTWe MIO/epoBa
NpoTOKa; NnokanunoBaH Ha 19-ii xpomocome yenoseka pl3,2—pl3,3

reH peLenTopa aHApPOreHoOB; Yy 4YenoBeka J/OKanM3oBaH Ha X-
xpomocome (Xp 11— 12); BbI3bIBaeT TECTUKY/SAPHYIO (heMUHM3aLMI0

n3BecTeH psag aktopos — Shy, SMSY, UBELY, TSPY, YRRM, nposB-
NAWLWMX TaKyl aKTUBHOCTb

reH peLientopa CTEPOUAHBIX TMAPONas; y YenoBeKa NpearonoxuTesb-
HO NOKanM3oBaH B yyacTke W/33; Heobxoanm ans passuTua Heamdide-
peHLMpOBaHHOM MpPOroHafbl W perynsuum akTusHoctu MIS-reHa B
Knetka Ceptonun

rMNOTETUYECKUI X-XPOMOCOMHbI WM ayTOCOMHbIN [eH, OTBETCT-
BEHHbI 3a AuddepeHLMaLnio NPoroHagbl B AUYHMK U OTPULLATENIbHO
perynupyemblii reHom SRY

B X-xpomocome KNOHMPOBaH M NOKa/IN30BaH TaKXXe reH, Kognpyr-

WWiA peuenTop aHAPOreHOB YeNOBeKa W OTBETCTBEHHbIV 3a TeCTUKY-
NApHY0 @emuHusaumno (Mytauusa Tfm), U3BeCTHYIO AN19 paja 06bek-
TOB.

CnepoBatenbHo, Hapsagy ¢ TDF-SRY -cuctemoii B perynauum gop-
MWPOBaHMNA CEMEHHWKOB U3 MOTEHLMANbHO BUCEKCYaNbHbIX MPOroHag
Yy MJIEKOMUTAKWNX YY4acTBYIOT U SpYyrue redbl. A8 nosBieHNs KNeTok
CepTonu, ceMABLIHOCALLMX KaHanbleB, KneTok fleligura u gp. Tpeby-
eTCcs B3aMMOfeiCcTBMe LEeNnoro psga ayTOCOMHbIX M CLENMeHHbIX € X-
XPOMOCOMOW (haKTOpPOB, MpefcTaB/ieHMe 0 KOTOpPOM fgaeT Ta6n.12.2).

MTakK, npouecc MONeKYNspHO-TeEHETUYECKOM feTepMmuHaLmy nona
TakXXe OCYLLeCTBNAETCA HA MHOTUX YPOBHAX, U B HEr0 BOB/eYEeHO 60/1b-
oe KO/IMYeCTBO B3aMMOLEWCTBYIOLWMNX FEHOB.
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KAK TEHETUKW TMTOMOTAIOT “YMNPABNATL” MNOJ/IOM
Y XXMUBOTHbIX?

N3paBHa 6M0NM0rM MHTEpecoBaNCb BO3MOXHOCTbIO Y-
paBneHWs NOJIOM Y XMBOTHbIX, B 0OCOBEHHOCTU Y HACEKOMbIX. 3HAUM-
Te/lbHbIX YCNEX0B B 3TOM HanpaBfieHUU JO6UANCL POCCUNCKME TeHe-
TMKK. B.A.CTpyHHUKOBY (puc. 12.10) yganocb pa3paboTaTb MeTO[L Mo-
NyYyeHWsa y TYTOBOrO LienkKonpsaga ocobeid 04HOro MyXCKOro nona B
HeorpaHM4yeHHOM Konu4yecTse. [Ana 3Toro 6bina BbiBegeHa NMHUA, cba-
NaHcuMpoBaHHasa no AByM Z-netansmM C NOMOLLbI TpaHcnokauuu dpar-
MeHTa Z-XpPOMOCOMbl Ha W- XpOMOCOMY. B nTOre XxpoMOCOMHbIX nepe-
CTPOEK LWEeNKONpPA4 3TOW MHUM NPeBpaTUiCAa B HOBYH (hOpMYy — Mo-
nycamua-nonycamky, B KapuoTune KOTOPOW, C OAHOW CTOPOHbI,
MMEETCA CBONCTBEHHbIN camKaM Habop xpomocom ZW' a ¢ gpyroi, —
NPUCYTCTBYIOT fiBa NapHbIX y4yacTKa Z-XpOMOCOM, KaK Y 06bIUYHbIX Cam-
uoB. Ocobu ¢ TaKUM FeHOTUNOM (DYHKLMOHMPOBANN Kak caMmku. JleTa-
NN, BO3HWUKLIMNE B 1IEBOM KOHLE Z-XPOMOCOMbI, CTann MpPUKpbIBATbCA
y CaMOK COOTBETCTBYIOLWUMN HOPMaNbHbIMW annensaimMmm nepecakeHHo-
ro yyactka Z-xpoMocombl. CaMKK B 3TOM C/lyyae BbDKMBAKOT U nepeja-
0T NeTann CBOUM CbIHOBbAM. [locnefoBaTenbHOe CKpelnBaHue caMok
TPAHC/NIOKAHTHOW NWHWKU C CaMLOM, reTepo3UroTHbBIM NO APYroi ne-
Tanu, N03BONW/IO BbIBECTW HOBYIO, C6HANAHCMPOBAHHYIO MO ABYM fieTa-
naMm auiinto. Mpu pa3MHOXEHWU B cebe OHA BO BCeX MOCMEAYHOLUX
MOKOMEHNAX UMEET XXN3HECMNOCOBHbIX CAMOK, B TO BpeMA Kak NonoBu-
Ha camLo0B, NONyuMBLINX 06e O4MHAKOBbIX neTanu, nornbaer. OcTas-
lWnecsa camubl BCerga HecyT N<?0A4HOIN HeanneNbHON netann B Kaxgol
n3 ABYX Z-XpPOMOCOM, M NO3TOMY UX MOTOMCTBO, NOMy4YeHHOe OT CKpe-
WMBaHNS C camKamu N060i apyroii nopofbl 6e3 nmepecTpoek moJso-
BbIX XPOMOCOM, COCTOMUT U3 OfHUX CaML,0B.

3TO JOCTMXKEHUE MO3BOMAMIO peann3oBaTbh MPeasoXKeHue Apyroro
poccuiickoro reHetmka A.C.Cepe6posckoro (puc.12.11), paspaboTas-
Lero B CBOE BpPEMSA reHeTM4eckuid metof 60pbbbl C BpegHLIMU Hace-
KoMbiMU. CyTb ero 3ak/filo4aeTcs B BbIMYCKe B MPUPOLY CMeLunanbHo
BbIBEAEHHbIX IMHUI BPeAHbIX HACEKOMbIX C pa3/MYHbIMKN FeHeTU4vec-
KUMWU HapyLlleHUAMU. BbinyweHHble HaCeKOMbIE NPU CKPeLmBaHum ¢
0cob6AMU NpupofHOI nonynsauuMM He AafyT MOTOMCTBA, M 3TO MpuBe-
LeT K CHUXXEHUI0 YUC/IEHHOCTU BPESHbIX HACEKOMbIX.

BbiBegeHHble B.A.CTPYHHMKOBbLIM NOPOAbLI MO3BOAWAN HANTK Cho-
€06 nofiyyaTb MOMHYK rMbenb SMYeK XXEHCKOro nona noapsag B ABYX
nokoneHusx. CnepoBaTeNbHO, 0Ka3anoCb BO3MOXHbIM BbiNyCKaTb B
nNpMpoay OLHWX CamLO0B, HE NMPUMEHAA MPU 3TOM TEXHUYECKU CNOX-
HOe pasfeneHne HaCEKOMbIX MO Mony, a rmbesnb 0cobelt XXeHCKOro nona
B Fv T.e. B MOTOMCTBE BbIMYLLEHHbIX B NPUPOAY CaML,0B, UCMO/b30BaTb
HenocpeAcTBEHHO A/15 NOAaB/EHWUA PasMHOXEHWUA NPUPOAHOWA nony-
NALMN BPefHbIX HACEKOMbIX. ABTOp peLlun/ MNOCTaBAEHHYIO 3ajady no-
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Puc. 12.10. Bnagumunp AnekcaHgposuy
CTpPYHHUKOB. Bblgalowuiicas poccuinckui
reHeTnkK. Akagemuk. Jlaypeat [ocypap-
CTBeHHon [Mpemun.

Pewwun npobnemy ynpaBneHus nonaom y Hace-
KOMbIX C MOMOLbIO FrEHETUYECKMX METOA0B. Ncnonb-
3y cO6GCTBEHHble pa3paboTaHHble reHeTUyeckue
MeTOoAbl, OTCENEKTNPOBaAN NOpPOAbl Wenkonpapa, xa-

Puc. 12.11. AnekcaHpap Cepreesuy Ce-
pc6poBCKMii. Bblaalwowminca poccuiicknii
FeHEeTUK.

3aHumManca npob6nemMoii reHeTUYecKoin pery-
nauum nona. Chopmynuposan smecte ¢ H.M.Ay-
6UHUHBIM KOHLENUWI0 O TOHKOM CTPOEHWUMN TeHa
1 ero npobumocTn, B nocnejgytoujemM onpasaas-
wytocs

pacTepusyiolMecs BbICOKOW NPOAYKTUBHOCTbIO

CpPeiCTBOM BbIBEEHUS ABYX JIMHUIW XMBOTHbIX, C6anaHCMpPOBaHHbIX
Mo HECKO/NIbKUM peLeccUBHbIM Z-neTanam (puc. 12.12). TnHua 1 6bina
cbanaHcMpoBaHa No ABYM He-affiefibHbIM ApYr apyry neta/lam 11 un 12,
NOKanM30BaHHbIM B /1IeBOM KOHLE Z-XpOMOCOMbl. CbanaHcupoBaHue
Mo fietansiM BbIMOSIHAETCA ONPO6OBAHHbLIM CMOCO6GOM MPU MOMOLLK
TpaHCNOKaLuum f1eBoro KoHua Z-XpoMOoCOMbl C HOPMaJibHbIMW annens-
MW Ha NeBblii KOHel ~-XpoMOCOMbl. JINHMA 1 HOpMa/iibHO pasMHOXa-
etcA B cebe, flaBas B MOTOMCTBE CAMLOB 1 camMOK. JIMHUA 2 BbIBOLUTCS
M3 caMoK NuHUM 1 c nmeroweics TpaHcnokauueil neBoro KoHua Z-
XPOMOCOMbI Ha >X-XpoMocomy. 3aTem Ha W”-xpomocomy Heo6XxoAuMo
TpaHCcNoLMUpOBaTh ele OANH (hparMeHT Z-XPpOMOCOMbI, HO Tenepb yxe
ee NpaBoro KoHua. Mfog npukKpbiTUEM TpaHCNOKaLMM NEBOro KoHua Z-
XPOMOCOMbI 6anaHCUpyloTCa, Kak U B clyyae NUHUM 1, nBe He-an-
nenbHble netanu 13 n 14, nokanu3oBaHHbIE B IeBOM KOHLE Z-XpOMO-
COMbl. 3TW NeTanu He annesnbHbl NeTansam JMHUN 1, HO OHM pacnoso-
XeHbl 6IM3KO0 K UX lokycam. Mog NpuKpbITUEM TpaHCNOKaLUU Npasoro
KOHUa Z-XpOMOCOMbl Ha "-XpomocoMy 6anaHCuMpyloTCA [Be He-an-
NnenbHble apyr apyry netanu 15un 16, NnoKann3oBaHHbIE B MPaBOM KOHLE
Z-XpoOMOCOMbI. JIMHNA 2 pasMHOXaeTcAd HOpPManbHO, AaBas COOTHO-

leHne nonos 4qg* : 19-
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Puc. 12.12. BbiBegeHUe ABYX NNHUIA YellyeK- Jvkng 1 NvHns 2
pbiNbIX, c6anaHCMPOBAHHbIX B 06LLEA CNOXHOC-
TV No 6 HeannenbHbIM Z-netanam (nNo: CTPYyHHKU-
KoB, 1978).

JNlokycbl netaneit 0603HauyeHbl TEMHbIMU Kpy>Kkamn Uz [ r
COOTBETCTBYIOLMMU CUMBONAMM, & TOKYCbl UX HOPMaNbHbIX
anneneil —TONbKO CBET/bIMU Kpy>KKamu

Bnarogaps uccnegosaHnsM pocCuUii-
CKOTFO reHeTMKa BbIBEJjeHWE TaKMX ABYX
AVHWA Y pa3NnyHbIX BUAOB YellyeKpbl-
NbIX, BpefuTeneli CenbCKOX03ANCTBEH-
HbIX Ky/NbTyp, He NpeacTaBnseTcs Tpya-
HOW 3afaveli. bBonee TOro, 3a py6exxom
(B yacTHoCcTM, B Uexunm u AnoHuu)
LaHHbIi MeTof YCMewHo NCcnosb3yeTcs
4ns 60pbbbl C NIOAOXOPKOWA W ApYIM-
MW BPEAHbIMW HACEKOMbIMMU.

PekomeHfyemas nutepatypa

1 AcTaypos B.J1. LluToreHeTKa pasBuTns TyTOBOIO LUENKONPAA U ee IKcne-
pVUMeHTaNbHbI KOHTpPOnb. M.: Hayka, 1968.

2. Mscoepos C.B. fiBneHne pasMHOXeHUA 1 Nofa B opraHM4eckoMm Mmupe. TOMCK:
Cwnbupckass Mblicnb, 1935.

3. CTpyHHMKOB B.A. MepcneKTuBbl NCNONb30BaHWSA cbaaHCUPOBaHHbIX CLLeM-
NIEHHbIX C NoMoM neTaneit na 60pb6bl ¢ BpPeAHbIMU HaceKoMbIMu//TeHe-
TMkKa.1978. T.14. C. 2002-2011.

4. Snusted H.,Simmons M., Jenkins J. Principles of genetics.N.Y.: Wiley, 1997.

Bonpocbl 415 NOBTOpeHMsA

1 Y10 Takoe NosioBble XPOMOCOMbI?

2. B uem cyTb 6anaHcoBoi Teopun Bpupgxeca?

3. KakoBa ponb K-xpomocombl B feTepMUHaLUM Nofa MAeKONUTaLWnX?

4. KakoBbl MONEKYNAPHO-TEHETUYECKNE MEXAHU3Mbl ONpedesieHNA nona?

5. B yeM 0COBEHHOCTM MOMEKYSIPHO-TEHEeTUYECKNX COObITUIA Npu onpeaene-
HUW Nona y MAeKonuTawLwmnx?

6. KakoBa ponb reHa Sry B jeTepMMUHaLMKN N0oNa MAEKONMUTAOLWNX?

7. Kak reHeTuku nomorarwT “ynpasnisaTb” nonom?



FnaBa TpuHaguaTas

MEHbI, OHTOINEHE3 1 3BOJIIOUNOHHOE PA3BUTHWE

B YEM EAVMHCTBO MHANBUAYA/IBHOTI O
N NCTOPNYECKOIO PA3BUTNA? TEHETUKA
M BUOTEHETUYECKWA 3AKOH

O efMHCTBE UHAMBUAYANLHOTO Y UCTOPUYECKOTO Pa3Bu-
TWA 3aroBOPUIN Cpa3y Mocne co3faHnsa 3BONOLMOHHOIO yyeHns. 370
M NOHATHO, NOCKOJIbKY 3BOMIOLMOHHbIE Mpeobpa3oBaHWA He MOTMu
HaYyMHATLCA MHAYe, KaK Yyepe3 M3MEHEHUA NporpaMmbl MHAUBUAYaASb-
HOro pasBUTuUA.

MepBOHAYanbHO 3TO €4MHCTBO BbIpaXann B TaK Ha3biBaeMOM 6u0-
reHeTuyeckom 3akoHe. OCHOBbIBasACb Ha pabotax O.Mekkens n Y.Oap-
BMHA, HeMeLKuii 6uonor ®p.Mtonnep ewe B 1864 r. BbicKasan UAe 0
TECHOW CBA3M NpeaKoB C IMOPUOHANbHbIM pa3BUTUEM MOTOMKOB. 3Ta
nges 6bina Nnpeobpas3oBaHa B 6MOrEHETUYECKUI 3aKOH N3BECTHbLIM Aap-
BUHMUCTOM 3.l ekkenem (puc. 13.1). B 1866 r. oH chopMynupoBan 3ToT
3aKOH cregyrowmm obpasom: “OHTOreHe3 ABSETCA KOPOTKUM U 6bICT-
pbIM MOBTOPEHWEM (huUOoreHesa, NOBTOPEHUEM, 06YCNOB/IEHHbIM (hU-
3M0NOTMYECKUMUN PYHKLUAMKN HACNEACTBEHHOCTU (BOCNPOU3BEAEHUA)

n npucnocobneHHoctTn (NutaHms)”.
CnepyeT ckasaTb, YTO Haubonee Bbl-
parouimecs amb6pnmonorn Toro Bpeme-
HW KPUTWYECKWU, BOCMPUHANN WAEN
Mionnepa—Iekkensd. CBoe HeratMsHoe
OTHOWeHUe Bbipasunn A.Kennukep,
B.'mc, K.bap, O.lepteur, A.Ceax-
BUK. MocnegHuii 3ameTun, B 4aCTHO-
CTW, YTO TNIOTOYHbIE AYrU U LWenu
aM6puMoHa MJieKonuTarWwmnx romono-
TMYHbl XabepHbIM Ayram U wWensm
pbi6, O4HAKO HET CBUAETEeNbLCTB B
Mosib3y TOr0, YTO OHW BbLIMOJIHANW B
npownom xabepHy GyHKuuto. bes

Puc. 13.1. OpHCT Nekkenb. OfNH U3 aKTUB-
HEAWUNX N OpTOAOKCaNbHbIX MponaraHAUCcToB
fapBuWHM3Ma. ABTOP 6MOreHeTMYeCKOro 3akoHa
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Puc. 13.2. Kapn Makcumosu4y bap. Benu-
KW POCCUACKUIA yYeHbIn. Co3faTeslb COBPEMEH-
HOW amb6puonornn

Takux CBUAETEeNbCTB HEeMNb3A YTBEPX-

faTb, 4YTO >XabepHble WenM u ayru

[0Ka3blBAOT NMPOUCXOXAEHNE MIIEKO-

nuTaKlWmnx oT pbiboobpasHbiX npea-

KOB. HOoBOe B OHTOreHe3e BO3HMKaeT

He 3a CYeT npubaBneHNs HOBbIX CTa-

OV K OHTOreHe3y npeakoB, Kak fy-

man [ekkefb, HO rfaBHbIM 06pa3om

3a CYeT Takoro M3mMeHeHMsa xona amb6-

PUOHAabHbIX CTafunid, KOTOpOe Npeo6-

pasyeT NpoLEeCcC OHTOreHe3a B LE/IOM.

H.KnaitHeH6epr (Kleinenberg, 1886)

BbICKa3an MbIC/ib, YTO Takue, Kasa-

nocb 6bl, MMWeEHHbIE PYHKLUN 3M6-

pUOHaNbHble CTPYKTYPbl, KaK xopja uau Tpybuartas 3aknafgka ceppua
Yy MO3BOHOYHbIX, CUMTaBLIMECH MPOCTbLIMW MPUMepaMun peKanuTyna-
LUMKN, BO3MOXHO, MMEIT XWU3HEHHO BAaXHOE 3HauyeHWe A4S pasBUTUA
3apofbllla, NpUHUMas yyacTue B hOpMUpoBaHuUmM 60nee NO3JHUX CTPYK-
Typ. C.¥utman (C.Whitman), oguH 13 OCHOBaTefieii aMepuKaHCKOiA
amb6puonoruu, npopoyeckn nucan B 1895 r., UTo HaLM rnasa NOXoXwu
Ha rnasa HaWux NPejKoB He BCAeACTBME FeHeanormMyecknx cessei, a B
CBA3W C TEM, 4YTO pa3BUTUE MOLEKYNAPHOWA OCHOBbI 3a4aTKOB 3TUX
rnas npoMCcXoAunno B CXOLHbIX YCNOBUAX.

HakoHel, faBHO M3BECTHO TakKoe fB/eHWe, KaK npeaganTauus.
K.Bap (puc. 13.2) nucan, 4to ecnm 6bl BUOrEHEeTUYECKMIA 3aKOH 6bin
npaBWeH, TO B Pa3BUTUN HEKOTOPbIX XUBOTHbIX HE Habnoganoch Obl
B NMPOXOoAAlWeM COCTOSHUM 06pa3oBaHuUii, KOTOpPble OCTAlOTCA HaBCer-
fa NUWb Y BbILWECTOAWMNX POPM: Y BCEX MAEKONUTAKOLWMNX B Nepsoe
BpPeMS pas3BUTUA YeNloCTU TaK XK€ KOPOTKMW, KakK y 4enoBeka, MO3r
NTUL, B TEYEHUE NEpPBON TpeTn ambpuoreHesa ropasgo 6onee 6N30K K
MO3ry MNEKOMUTaKLWMX, YeM BO B3POC/IOM COCTOSHUMU. A POCCUCKNIA
naneoHTonor A.lM.Maenos euie B 1901 r. noKasan, 4To MONOAble 0CO6K
HEKOTOPbIX aMMOHUTOB 06M1afalT NpMU3HaKaMu, KOTOPbIE MCYEe3aloT B
3penom Bo3pacTe, HO BNOCNEACTBMM CHOBA 06HapyXuBawTca y 6onee
BbICOKOCTOAWMX B cucTeme (hopM, y BMAOB, NOABAAOLLMXCSA B 6onee
HOBbIX OTNOXeHUAX. CnefoBaTeNbHO, MPEKOBble, KaK FOBOPAT, aH-
LectpanbHble OpMbl, B MOJIOAOM COCTOAHMM KakK Obl npeABeLialoT
TO, YTO CO BpeMeHeM OyaeT CBOMCTBEHHO B3POC/bIM 0COGAM CTOALLNX
BbilLE B 3BOJIIOLMOHHOM OTHOLIEHUN (HOPM.

B 20—30-e rogbl XX B. KpUTUKA GUOreHeTUUeCKOro 3akoHa 6bina
npofosnkeHa yyeHukom A.Cepxsuka B.[apcTtaHrom, yTeBepxaasLinm,
YTO OHTOreHe3 He MOBTOPAET PUIOreHes3, a TBOPUT ero. B ero nogaep-
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Puc. 13.3. AnekcaHgp Hunkonaesuy Cesep-
LoB. KpynHbili 3BONOLMOHNCT. Knaccnk oTe-
YeCTBEHHON 6uonorunu.

BHec BaXKHble JOMONHEHUA B KNaCCUUYeCKYl0 JapBu-
HOBCKYIO0 CXeMy 3BO/IOLMOHHOTO npoLecca. MblTancs BHe-
CTU AICHOCTb BO B3aWIMOOTHOLLEHUS OHTO- U (hunoreHesa

XKy BbicKaszanucb Jl.bepTtanaHgu,
T.MopraH v gp. MopraH, B 4acTHO-
CTW, OTMEeTU/, YTO B XO4e 3BONOLUYU
caMu aMOpuOHanbHble CTaAuM MOTYT
N3MEHATHCA U TepATb CXOACTBO C CO-
OTBETCTBYHOLWMUMU 3MOPUOHANbHBIMU
cTagnamm 6onee paHHUX opm, a no-
TOMY, €CNM Teopus pekanuTynauunu
ABNAeTCA “3aKOHOM”, TO OH UMeeT TakK
MHOTO WCKIKOYEHUI, 4TO CTAHOBUTCA
6ecrnosiesHbIM U 4acTo OWUNBOYHbLIM.

MoHMMas BCIO Cepbe3HOCTb TaKOr0 poja BO3PaXKEHUI N CTPEMACH TEM
He MeHee “crmacTu” GMOreHeTUYECKUN 3aKOH, BbIAAKLWMIACA pOCCUit-
ckuii 6uonor A.H.Cesepuos (puc.13.3) BbIABUHYN Teopuwo uname-
puoreHesa, Noj KOTOPbIM OH MOHWMan 3MOpPUOHaNibHbIe U3MEHEHUS,
CBA3aHHbIE C (hMNOTeHeTUYECKUM pPa3BUTMEM B3POC/IOro opraHusMma.
OH Bblgenun Tpu TUNa punamoépuoreHesa:

aHabonns — HaACTaBKa KOHeYHOol cTaguu (Hanpumep, passuTue
YentcTei y capraHa);

feBnauua — U3MeHeHne MyTn pasBuTuAa (pasBuUTME Yewyun y akyno-
BbIX pbl6 M penTununi);

apxannkcuc — U3MeHeHue NepBuUYHbIX 3a4aTKoB (puc. 13.4).
OpHako paboTbl A.H.CeBepLoBa W ero nocnegosareneil, BHeCLINX

BblAAKOLWMIACA BK/Iag B pasBMTUE 3BOMKOLMOHHBLIX B3rnagos (A.B.Ce-
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Piic. 13.4. Cxema 3BoNOLMOHHOro npouecca (no: A.H.Cesepuosy).
A —apomopdosbl, VI — nanoagantaynn. P — perpeccuBHble U3MEHeHns



Bepuos mn., A.B.A6nokos, 3.B.BopobbeBa, J1.[M.TaTapuHOB © Ap.),
He NOMOXWAW KOHel KpWUTWKe npeacTaBneHuii ekkena—Mionnepa.
HeraTuBHOe OTHOLWEHWE K HUM MPOAEMOHCTPUPOBANN MaNeOHTONOr
L. Oenepe, 300101 A.A.Jlio6uuies, ambpuonoru 4.4bt00p n C.I.Kpbl-
XXaHoBCKuin, pusnonor N.A.ApwaBckuii n ap.

O.0boop, Hanpumep, 3aMeTW/, YTO NULLEBAPUTENbHbBIA KaHan am-
6puoHa HEKOTOpPOe Bpemsa 3aMKHYT B cebe v OTAENeH OT pTa v aHasb-
HOro OTBEPCTUA, & 3TO HE MOXeT MPeACTaBNATb KaKyl-TO MpefKOBYIO
CTafut0: pa3Be MOXHO NpeAcTaBMTb Takyt (asy 3BonwOLMKM, KOrga
NMPUMUTUBHLIA MNULLEBAPUTENbHbIA KaHan MMeeT CMbIC1 B KavecTBe
cnenoit Tpy6kn? 3aknajka 04HONanoin KOHEYHOCTU NOWaan ¢ camoro
HayaNbHOro MOMeHTa 06HapyXMBAET YeTKYI0 CNeunUUHOCTL: yTpaTa
natepanbHbIX NanbLeB B XOAe 3BOMOLUY HE PEKANUTYNUPYET B OHTO-
reHese. YTpaueHHble B 3BOMOLMU Manblbl pefyLMpoBaHbl B CaMoOi
paHHeil am6puoHanbHOW 3aknafgke, YTO MPOTMBOPEYUT GUOreHeTwu-
YeCKOMY 3aKOHY.

CxofHble NMPOTUBOpPEUYMA 06HAPYXMBAKOTCA U B XOfe CpaBHUTENb-
HO-3M6PMONOrMYECKNX McCnefoBaHunii. Kak yxe 0TMe4yanocb, CTaHOB-
NeHWe nnaHa CTPOeHMsA Tena pas3finiHbiIX OPraHW3MOB B OHTOreHese
06yCNOBNEHO U3MEHEHWAMW naTTepHa 3KCMNPEecCUM reHoB CerMeHTa-
LUMN W TOMEO3UCHbIX reHoB. CTagus, Ha KOTOPOW 3MO6PUOHBI OAHOIO
hmnyma 06Hapy>XM1BaKT HAUBbICLLUWNIA YPOBEHb MOPONOrNYECKOr0 CX04-
cTBa ApYr C Apyrom, o6o3Ha4aeTcs Kak ¢gpunoTunuyeckas ctagua. Cra-
414, Ha KOTOPOW yCTaHaBNMBAKOTCA Pa3finumsa B MAaHe CTPOeHUs Tena
Y XMBOTHbIX Pa3HblX PUAYMOB, CBA3aHHble C DYHKLMOHMPOBaAHNEM
rOMe03NCHbIX FeHOB, — 0603Ha4YaeTCca Kak 300Tunuyeckas ctagmsa. Ha-
npumep, XOpAOBble MNPOXOAAT CTAAUIO PasBUTUA, HA KOTOPOA OHM
MMEKT CXO4HOE YCTPONCTBO HEPBHOW TPYOKMN, HOTOXOPLAbI U COMUTOB.
3Ta cTagma ABnAeTca TOM PUAOTUNNYECKON TOYKOM, Ha KOTOPOW yc-
TaHaBNMBAETCA pernoHanbHasd WAEHTUYHOCTb NaTTepHa 3Kchnpeccuu
FOMEO3UCHbIX TEHOB. pKn 3TOM, HECMOTPS Ha KOHCepBaTU3M PUIOTH-
MUYECKON N 300TUMMNYECKO CTaguii, cneunanncTbl N0 FreHETUKe pas-
BUTWA OMNpeAensT, YTO HauvanbHble CTaguu 3MOpMOreHesa BHYTPWU
KaXaoro hunyMa xapakTepusylTcs 3HAYMTeNbHbIM pasHoobpasvem.
Hanpumep, B TO BpeMa Kak 3MOPMOHbI Yen0BEKa, LblMeHKa U pblb-
Kn Zebrafish (nonocatas gaHuo) BbITNAAAT CXOAHO Ha (hMnoTUnuyec-
KON cTagmu, ux 60nee paHHue cTaguum pasBUTUA MOPKONOTrMYECKN
COBEPLUIEHHO pPa3NnyHbl, YTO HAXOAUTCA B NPOTUBOPeYUU C GuoreHe-
TUYECKUM 3aKOHOM.

CnpawunBaeTcs, oTpaxatwT M aTn mopdonornyeckue n mopdore-
HETUYECKMe pasNMuns Kakylo-nnbo COOTBETCTBYIOLLYIO 3TUM pas/un-
UMM MOMEKYNAPHO-TEHETMYECKYD CcneuuPpuyHocT? Umetownics
(hakTUyeckuii matepuan No3BONAET MPeLNON0XKMTb, YTO MOEKYNsap-
HO-TeHeTMYecKass “MalluHa” ABNSETCS BO BCEX CAyyasx CXOAHOW, a
mMopgonornyeckue pasnnmuma obycnoBneHbl CABUIaMU BO BPEMEHHOI



nocnefoBaTeNbHOCTW OLHMUX W TeX XK€ MOJIEKYNAPHbIX COObITUA. NMeH-
HO pa3Hoo6pa3ne BPeMEHHOr0o pas3BepTbiBAHWSA CXOAHbIX MONEKYNsAp-
HO-TEHeTMYEeCKMUX MNMPOLECCOB LeTEPMUHMPYET pasnnmuma B mopdgore-
Hes3e pasHbIX TAKCOHOB.

3TN 0COBGEHHOCTM MOXHO NPOCNEAUTbL Ha MPUMepe 3BONOLUM Ha-
CeKOoMbIX. Hanpumep, y Apo30tuabl “noOMHOLEHHbIA” naTTepH cer-
MEHTOB Tefla yCTaHaB/UBAETCA YXe K KOHUY cTaguuM 61acTofepMbl.
OMOPUOHOB TaKUX HACEKOMbIX (MyXW, Myenbl) Ha3biBalOT “3apofbl-
Wammn ¢ gNMHHON 3aknagkoin” (long-germ).

Y TaknX XXMUBOTHbIX, KaK Ky3HEUYUK, CUHLUTUI U KneTouHas 6nac-
Togepma hOpMUPYHOTCH, KaK Uy p030(Ubl, HO TObKO Manas gpak-
uns 6nactogepmbl, 0603HaYeHHas Kak 3apojblllieBas 3aknagka (germ
anlage), BHOCMT BKNag B pa3Butue ambpuoHa. OcTanbHada 6nactogep-
Ma faeT Hayano 3KCTpPasMObpuoHanibHbIM MeMbpaHaM. SKCMepUMeHTbI
nokasanu, 4YTo MAaH CTPOEHWUS XWBOTHOrO B 3TOM Cny4yae He Mpej-
CTaB/IeH MOSTHOCTLIO B 3apO/bILEBON 3aKnafgke. /3 Hee BOSHUKAET TO/b-
KO ronoBHas o6nacTb 3apojbilla, Bce 6o/ee 3afHUe yacTu aMOpPUOHa
reHepMpyrTCA M3 30Hbl POCTa, KOTOpas NpoAyuupyeT COOTBETCTBYHO-
WKA maTepuan nyTem nponugepaunn Knetok, nocneayoLiein 3a npo-
Leccom ractpynsaumu. Takme amMOPMOHbLI Ha3biBalOT “3apofblliamMun C
KOpPOTKOI 3aknagkoi” (short-germ). ECTb 3MO6PMOHbLI C MPOMEXYTOYU-
HbIM TWMOM PasBUTMA , KOrda, Hanpumep, rofoBa W rpyib pasBuBa-
IOTCSH U3 3apofbllLeBOi 3aknafgku, a 6prowHas o6nacTb reHepupyetcs
nosgHee. Bce ABNeHUsA Takoro pofa Henerko cornacoBatb ¢ 6MoreHe-
TUYECKMM 3aKOHOM, & MOTOMY CKeNTWYECKOEe OTHOLEHWE K HEMY AB-
naeTca npeobnagarowum.

Co6CTBEHHO, B HacTOsLLEe BPeEMS 3TOT 3aKOH BCepbe3 NPUHUMAET-
CA NUWb B OTEYECTBEHHOW NuTepaType, B 3anafHbiX UCTOYHMKAX MO
3MOBPUONOTNN U TEHETUKE Pa3BUTUSA OH 06bIYHO BOOOLLE He YNMOMUHA-
eTcs UM oTpuuaeTcs. Apkuii Tomy npumep — kHura P.Pada n T.Ka-
ythmaHa “OMOPUOHBLI, FeHbl, agonouma” (M.: Mup, 1986). BoT uTo
NULWYT aBTOPbI N0 3TOMY NoBoAy: “B KOHeYHOM cyeTe poKOBble cNnabo-
CTU 6MOreHeTUYeCKOro 3akoHa 3aK/nyanucb B ero 3aBUCMMOCTM OT
NaMapKoOBCKOM TEOpUM HAacNefCTBEHHOCTWM U B €r0 HEMPEMEHHOM YyC-
NOBUW, YTO HOBAsA 3BOMIOLMOHHAA CTYNeHb MOXET ObiTb LOCTUTHYTa
TO/IbKO KaK f006aBneHne K B3pOCAOi cTagumn HenocpeACcTBEHHOMO NpeaKa.
.BTOpMYHOe OTKpbITME N pa3BUTWE MEHENEBCKOW TFeHeTUKN Ha pybe-
e [OBYX CTONeTUi MOKaXeT, YTO B CYLWHOCTM OGMOreHeTUYecKkuin 3a-
KOH — 370 Bcero nuwsb munanw3sma” (c.30). N ewe: “lMocnegHunii yaap
6noreHeTMYeCcKOMy 3aKOHY 6bln1 HaHeCeH TOrga, Korga crano ScHO,
4yto Mopdonorus u Mopgonormyeckne agantauum UMerT BaXKHOE 3Ha-
YeHWe He TONMbKO ANA B3POC/Oro opraHuM3ma, HO U ANA BCeX cTajuii
ero oHToreHesa Ecnv mopdgonorua passmsatoLeroca opraHmsMa uMe-
€T TaKoe XXe Ba)XHOe, a MOXeT 6biTb, U elle 60/iee BaXHOe 3HaYeHue,
YyeM ero Mopgosiorms BO B3POCNOM COCTOAHUM, TO 3TO TPYLHO corna-
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COBaTb C FEKKENIeBCKOM MOAE/NbI0 3BOMIOLMN. B COBOKYMHOCTUN MeHae-
NeBCKas reHeTuMka, 060C06MEHHOCTb K/IETOK 3apOfbllieBON AMHUN U
BaXXHOCTb MOP(PONOrMYecKMX NPU3HAKOB Ha BCEM MPOTAXEHUU pa3BU-
TUA MOMOXUNU KOHEL, Teopun pekanutynaumm...” (c. 31).

Tem He MeHee y Hac HeT OCHOBaHMWiA COMHeBaTbCA B TOM, YTO WH-
AVBMAYyanbHOE U UCTOPUMYECKOE pasBUTWE OpPraHM3MOB TECHO ApYyr C
LPYrom cBA3aHbl W, CfefoBaTe/lbHO, HECMOTPA HWU Ha YTO, COCTaB/fA-
IOT HeKOe eauHCTBO. B ueM e 3TO egMHCTBO 3akntouvaetcs? Ha moli
B3rnaf4, Npu ero oueHKe cnegyer UCXOAUTb M3 TOro 06CTOATENLCTBA,
YTO KakK WHAMBMAYaA/IbHOE, TaK W 3BO/OLMOHHOE pa3BUTUE OCHOBbLI-
BalOTCA Ha OAHOM U TOM Xe maTtepuane, a uMeHHo OHK, n notomy
UM LO/DKHbI 6bITh MPUCYLLU 06 ME 3aKOHOMEPHOC T U.

EfBa nu peanbHO MNpeAcTaBnATb pa3BepTbiBaHWE 3aK/IHOUYEHHON B
OHK HacnefCcTBeHHOW MHGOpMauum NpPUHLMNUANBLHO Pa3HbIM CMO-
cob0M B cny4vae OHTO- W (punoreHesa, Of4HAKO B HacTosfillee Bpems
06 ENPUHATO AONYLWEHNE 3TUX pa3nnumnid. [eicTBNTeNbHO, Npeano-
naratT, 4TO (PuioreHe3 peanmsyeTcs Ha OCHOBE HeLEenecoobpasHbiX,
HeHanpaB/IeHHbIX MPOLECCOB U Ha NOCTeNeHHOM HaKOMAeHUU B MO-
Nynsynum cnyvaiHbiX, T.e. HEHaNpaBlEHHbIX MENKUX MYyTalUWOHHbIX
N3MEHEHUIA. TeM He MeHee WCXOAS U3 efMHCTBA WHAMBUAYANLHOIO M
MCTOPUYECKOro PasBUTUSA, a TAKXKE U3 efMHCTBA NPUHLMNA, Nexalle-
ro B OCHOBe TOr0 W ApYyroro, ropasfo pasymMHee u NOrMyHee pacnpo-
CTPAHUTb 3KCNEPUMEHTaNIbHO BbISBEHHbIE W JOKa3aHHble 0COBEHHO-
CTW WHAWBUAYANbHOTO Pa3BUTMSA Ha BTOPUYHbIE, 06YCNOBNEHHbIE MU
3BOJIIOLMOHHbIE COBLITUA, KOTOPble caMy Mo cebe 06bIYHO He noppna-
I0TCA TOYHOI 3KCMEpPMMEHTaNbHOW MpPOBeEpKe, a NOTOMY POpMyaunpy-
IOTCA KaK CrekynaTUBHbIe, “NOATAHYTbLIE” NOA TY WAN UHYK 3KChe-
PUMEHTaNIbHO HE BEpUMPULUPYEMYIO KOHLEMLUMIO.

Mpyn 3KCTPanonsuMn TOYHBLIX AAHHbLIX, MOAYYEHHbIX TEHETUKON
pa3BUTUA, Ha (UNOreHeTUYeCKMe npoLeccbl cnefyetr onumpaTbcs Ha
cnefyrowme hakThl:
® HanBuAyanbHOe passuTue NOLUYMHEHO peann3aumn pa3smBaroLLUM-
CA OpraHM3MOM OMpefeseHHoN “uenn” —npeobpasoBaHMO BO B3pOC-
NbliA, AeOUHUTUBHbIA OpPraHn3Mm, W, cnefoBaTeNbHO, OHO LEnecoos6-
pasHo. OTclofa crefyeT NpejnonoXeHne o LenecoobpasHocTU U 3BO-
NIOUMOHHOIO npouecca, Kojb CKOPO ero OCyLlecTBNeHUe 3aBUCUT OT
TOro e camoro martepuana — AHK.

m [Ipouecc oHTOreHesa He cnyyaeH. OH MpoOTeKaeT Hamnpas/eHHO OT
cTagun K cTaguu, Tak YTO MPOXOXAEHWEe OAHON CTagunm C Heobxoau-
MOCTbH B/leYeT 3a C060V nepexof Ha CrefyroLLyt, TOYHO 3anporpam-
MWPOBaHHYK CTaguio pasBuTusa. BcAKoro poga ciay4vyainHOCTM MCKAHO-
YalT TOUYHYIO peann3auunio nnaHa HOPMasnbHOro pas3suTua. OTYero xe
3BOMIIOLUA AO/MKHA OCHOBbLIBATLCA HA CAyYalHbIX MyTauusx U UATK
HeBeOMO Kyfa rno “HeHanpasfieHHOMY” nytu? [MpocmaTtpuBas BHU-
MaTenbHO pas3finyHble 3BOJIOLUMOHHbIE pPAdbl, Y NpeacTaBuTeneli Ko-
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TOPbIX MMEKTCA CXOfHble CTPYKTYpPHble 06pasoBaHuA (Kpbinbad — y
nTUL, y NeTyunx Mblleld, HACEKOMbIX, APEBHUX pPenTuani, nogobue
KPbINIbEB Y HEKOTOPbLIX Pblb), MOXHO YBUAETb Hanuyue Kak Obl npe-
JONpefeneHHOro, reHeTMYeckn “3anporpaMmMuMpoBaHHOrO” B CaMol
cTpyKType AHK (Kak n B cnyyae MHAWBUAYaNbHOMO passmuTud) guno-
reHesa, Kak 6bl HafnpaBfeHHOro N0 HeKoeMy “npeopMUPOBAHHOMY”
KaHany. O6 3TOM roBOpw/ eLe BeNMKKUiA poccuiicknin 6uonor J1.C.bepr,
ChOpMYyNMpOBaBLUNIA TEOPUKD HOMOTEeHesa.

m B xoge oHTOreHesa (pasbl OTHOCMTENbHO “CMOKOMHOI0” pasBuTUS
CMEHAITCA TaK Ha3blBAEMbIMU KPUTUYECKUMW Mepuofjamu, XapakTe-
pU3yOWMUMUCA MOP(OreHeTUYeCcKoli akTUBHOCTbIO Aep U akTuBauu-
el hopmoobpaszoBaTenbHbIX npoueccos. OYeBUAHO (M 3TO NOATBEPXK-
faetcs), U B 3BONMOLMN ANUTeNbHble (ha3bl CTasnca, NOKOS LOMXKHbI
CMeHATLCA B3pbiBaMU BMA006pa3oBaHUA. WHLIMKW CnoBamu, 3BONIO-
UMA HOCUT He rpagyanncTCcKkuii, a NyHKTYanucTCKuii, ckaukoobpas-
HbI XapakTep.

POJ/Ib MAKPOMYTALNI B 9BOIIOLMNN

CnefyeT OTMeTWUTb, YTO Cpefn amMOpMONOroB AaBHO Ha-
6noganacb TeHAEHUMA paccMaTpuMBaTb (PEHOMEH 3BOMIOLUKM He Kak
pesynbTaT HAKONAEHUA MeNKUX MyTauuii nof BAUSHWEM eCTeCTBeH-
Horo otbopa, NOCTENEHHO W MeANEeHHO BefywWwWX K (GOpPMUPOBaHUIO
HOBOrO BUAa Yepe3 6€CKOHEeUHble pAAbl MPOMEXYTOUYHbIX (DOPM, a Kak
CNefCTBME BHE3AMHbIX M KOPEHHbIX npeobpa3oBaHWii NPOLECCOB OH-
TOreHesa, cpasy Bbl3blBalOLW X NOsABAEHMe HOBOro Buaa. B 1908 r. E.Pa-
60 (E.Rabaud) gonyckan, 4To BUA0O6pasoBaHne MOXeT 6bITb COMps-
XEHO C MyTaunsamm 601bWIONA aMNANTYAbl, MPOABAAIOWMMUCA Ha paH-
HUX 3Tanax MoOp(oOreHesa M HapylwawWUMN CNOXKHYH CUCTEMY
OHTOreHeTMyeckux kKoppensuynin. E.MuiteHo (Guyennot, 1921) oTme-
1N, uto X.BrodoH 6611 61M30K K UCTUHE, KOTAa, ONUCbIBAA Hene-
noe cTpoeHue M (GOpMYy KNHOBa, XapakKTepHble A1 HEKOTOPbIX BUAOB
NTUL, NPUYUCAAN UX K TEPATONOTNYECKUM YKNOHEHUAM, efiBa COBMeE-
CTUMbIM C XW3HbIO. [WiieHO NMogMEeTWU, YTO O4HU U Te Xe YPOLCTBa Y
HEKOTOPbIX rpynn 6ecno3BOHOYHbLIX (HanmpUMep, WINOKOXWUX) Npep-
CTaBNAKTCH TO Kak ClydvaiiHble WHAMBUAYaNnbHble OCOBEHHOCTM, TO
Kak MoCTOAHHble NPU3HaKN BULOB, POAOB W cemeicTB. OH npegnono-
XU, 4TO HepefKO KaTtacTpouyeckue ypoAcTBa ABNAKOTCA OYeBU[-
HbIMW CNeACTBMAMM MAKPOMYyTauWMil, M3MEHAIOLWMNX X0 OHTOreHesa.
3TO0 — UCYE3HOBEHME CNOCOOHOCTU K MNOMETY Y MHOTUX NTUL, OTKPbI-
TbIX MPOCTPAHCTB (CTpaycChbl, Kasyapbl, 3NUOPHUC), KOTOPOE OTHIOAb
He ABNAETCA CMeAcTBMEM nmpucnocobneHns K Gery, HO MPUHAANEXUT
K YMCNy YPOACTB, 06peKarowWwmnx ero HoCMTeNein Ha e4UHCTBEHHbIN 06-
pas XXW3HW B OrpaHW4YeHHOM 6uoTOMNe. YcaTble KUTbl — HACTOALL WA
napafokc MpUpoOAbl U XWBaA KOMNEeKUMa ypoacTs. [uiteHo cumTan,
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YTOo /11060€ XXMBOTHOE MOXHO ONMUCATb B TEPMUHAX TepaTo0rM4yeckoro
A3blka. Tak, nepefHMKe nanbl KpoTa — npumep axoHgponnasum (Ha-
pyLleHVe OKOCTEHEHMNA A/IMHHBIX KOCTE KOHe4yHOoCTel), cpean KMTOB
HabnwfaeTca ABYCTOPOHHAA 3KTpOMenusa (BPOXAEHHOe OTCYTCTBME
KOHeYHoCTein), y 3Meii — amenusa. OpraHusaumns YyenoBeka ypoanmea
MO CPaBHEHMWIO C ero npefKamu: TakoBbl, Hanpumep, aHaTOMUYeCKue
0COOEHHOCTU, CBfA3aHHble C BEPTUKaNbHbIM MOMIOXKEHWEM Tena, OT-
CYTCTBME XBOCTA, CM/IOLWHOI0 BONOCAHOTO NMOKpOBa U T.[.

Mo mHeHnto 6enbruitckoro ambpuonora A.Janbka (A.Dalcq), co
BpeMeHN Kemb6pus NOcCpefCcTBOM paguKanbHbIX TpaHchopmauuii ca-
MbIX PaHHWUX CTagunin ambproreHesa JOMKHbI 6bINN YyCTAHOBUTLCA ABa-
TPpU fecATKa OCHOBHbIX NNaHOB CTPOeHMA (apxeTnunos). Pe3kne npeob-
pa3oBaHWA CTPOEHMUA, CIYYUCb OHW Y B3POC/Oro, 06epHynuch 6bl And
Hero kKatacTpodoil u oH 6bin 6bl 06peyeH Ha rubens. OfHaKO 3apo-
Obll, Kak oTMedvaeT [JanbK, B CMY Ype3BblYaliHOW MAACTUUYHOCTW W”
npucyLied emMy BbICOKON PerynsuMoHHOW CcnocobHoCcTU Mmor 6bl KX
nepeHecTn. OCHOBOI 3BONKOLMOHHOIO NpoLecca OH CYMTaeT “OHTO-
MyTaLuIo”, KOTopas 3aK4aeTcs B pe3kKuX, rnyobokux, pagukanbHbIX
M B TO Xe BPeMs XMU3HecnocobHbIX TpaHchopmaunax B LuTonnasme
AWLEKNETKN KaK MOP(OreHeTUYECKON CUCTEMBI.

OC06EHHO ACHO MOJIOXEHWUS O (PUIOTEHETUYECKOW PONU Pe3Kux
YKNOHEHUA 3MOPUOHANbLHOTO pasBUTUA 6biIM CHOPMYIMPOBAHDI
P.Fonbawmmngtom. OH paspaboTan CTPOMHY KOHLENLUIO MaKpo3Bo-
NOLUN, OCHOBbIBAsACh HAa NPUHLMNAX FeHEeTUKKN pasBuTus. Ero B3rns-
Obl BbIpaXeHbl B CeAyOLWNX nocTynarax.

1. Makpo3BO/OLMA He MOXET OblTb MOHATA Ha OCHOBE TUMNOTE3bl O
HaKoOMJeHUN MUKpoMyTauuii. OHa CONPOBOXAAeTCA peopraHusaluei
reHoma, peopraHusauuneli XpomMocom.

2. N3meHeHNa XpOMOCOMHOTO “maTtTepHa” MOryT Bbl3biBaTb 3HaYM-
TeNbHbIA PEHOTUNNYECKNIA 3 (PEeKT HE3aBUCMMO OT TOYKOBbLIX MYyTa-
Ui,

3. OT0T theHOTMNMYECKUIT 3PheKT OCHOBbLIBaeTCA Ha npeobpasosa-
HUN CMCTEM MEXTKaHeBblX B3aUMOAeNCTBWI B mpouecce UHAMBUAY-
anbHOro pasBUTUS U MOXET UMETb 3BONOLMOHHOE 3HauyeHue, 06yc-
NoBNUBas NOSBAEHUE TaK Ha3blBaeMbIX “MHOroob6eliawlmx yposos”,
3HAYNTENbHO OTK/IOHAIOLLUXCA B CBOEM CTPOEHUWN OT HOPMbl. OHU MOTYT
6bITb NpeafanTUPoBaHbl K CYLLECTBOBAHUIO B ONpPeSeNeHHbIX YCN0BUAX
cpefbl K, NMoMas B 3TV YCNOBMWA, AaTb Hayano HOBbIM TaKCOHOMMUYEC-
KUM efNHULLAM.

4. CucTeMHan peopraHu3aumns oHToreHesa peanusyerca nubo yepes
3pheKTbl reHOB-MOAMMUKATOPOB, NM60 6Gnarofaps MakpoMyTauusam,
CYLECTBEHHO U3MEHAWNM (HYHKLUOHUPOBAHWE CTPYKTYpP TUMa 3H-
LOKPUHHBIX XXenes, NpogyLupyrowmux pasiMiyHble TOPMOHbI U OKas3bl-
BalOLWMX BANSHME HA Pa3BUTUE OpraHn3Ma B LenoMm.
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Puc. 13.5. Hukonai Hukonaesuy BopoH-
Li0B.

Bblgalowniics 300010T, LUTOreHETUK M 3BONMOLMO-
HUCT. VccnefoBan posib MakpomyTauuii B ssonounmn. Onu-
can MO3aMyHYH 3BOJMIOLMIO Y FPbI3YHOB W CUMMNATpUyec-
Koe BnAoo6pasoBaHme. OTKPbIN PONb CEiCMUYECKNX (haK-
TOPOB B AUHAMUKE 3BOMIOLMOHHOTO npoLecca

FonbAWMUAT NPUBOANT B Ka4ecTBe
npuMepa Takme (eHOTUNMUYECKUE
3athdeKTbl, OCHOBbIBaKOLLMECA Ha feli-
CTBUWM TOPMOHOB, KaK akpoMeranuns u
TMraHTU3M, Kap/JvMKOBOCTb, axXxOHS-
ponnasus. C. Ctokkapg (C.Stockard)
CBA3bIBAaET C QYHKLMNEN IHLOKPUHHBIX
Xefnes MHOrMe pacoBble MPU3HAKK Y
cobak. [1.K.benses npogemMoHCTPUpPO-
Ba/l CYL,ECTBEHHbIE CABUTN B PYHK-
LUW 3HLOKPUHHbBIX Xenes nucuy, npu
UX LOMECTUKALUN.

B Hauane 30-x rogos XX B. 6blM NpoBefeHbl MHTEPECHbIe 3KCMEePU-
MeHTbl Ha pblbKe Peryophthalmus megaris, NpogeMOHCTpPUpOBaBLLUNE
BO3MOXXHOCTb 3HAYMTENbHOW MOPOreHeTMYeCKOW NepecTpoinkm B yc-
NOBUAX TPEXNETHEro HEenpepbIBHOTO BBEAEHUA TUPOKCUHA. Y pPbIGKU
YONVHANUCL TPYAHbIe MNaBHUKW, KOTOpble npuobpeTany BHELIHee
CXOACTBO C KOHEYHOCTAMM am(punbuii, a paccesHHble B HOPME 3HAOK-
PUHHbIE 3NEMEHTHI, NPOAYyLUPYOLLMEe TUPOKCUH, TPYNNUMPOBaSNCL B
6onee KOMMNakTHble 06pa3oBaHWA, TakKe Hanofo6ue CBOWCTBEHHbIM
amMpnomam. M3noxeHHble hakTbl fann OCHOBaHUA MONbAWMUATY cAe-
NnaTb BbIBOJ O 3HAYUTENIbHOM (DEHOTUMNYECKOM 3(PeKTe TeX U3MeHe-
HWA reHoMa, KOTOpble OTPaXalTCA Ha COCTOAHWUM MeXaHU3MOB rop-
MOHA/NIbHOT0 KOHTPOAsA. OHM MOryT 6bITb OTBETCTBEHHbI 3a MHULMa-
LU0 Cepumn U3MEHEHWIA NpeafanTUBHOIO xapakTepa. Poccuiickuii 3oonor
H.H.BopoHuoB (puc. 13.5), pasgenaswwuin B3rnag P.Monbgwmungra,
npeAcTaBun ABa 6eccnopHbIX hakTa MakKpoMyTaLMOHHOIO BO3HUKHO-
BeHMA 6e3B0N0CHIX BULOB MAIEKONUTAIOLLMX 38 CUET eJUHCTBEHHON MakK-
pomyTauuu Tuna hairless (puc. 13.6). 3TM PakTbl NPOoTUBOPEYAT KOH-
uenumn obnuratHoro rpagyanusma. BopoHLO0B nonaran, Y4To O4HUM
13 Befywux hakTopoB, UHAYLUPYIOLWUX MaKpOMYTaLumn, ABnseTcs ceii-
CMUYecKas akTMBHOCTb. VIMeHHO B 061aCTAX C MOBbIWEHHOW ceAcMu-
YeCKOIn aKTMBHOCTbI OH OBGHapy>XWn B3pbiBbl BUA006pa30BaTeNibHbIX
NpoLeccoB y rpbi3yHoB. Ha OCHOBaHWM COBCTBEHHbIX AAHHbIX OH MOf4-
TBEpPXA4an npeanonoxeHne 06 aprKaHCKOM MOABIEHUW MePBbIX /10 -
nei.

[pyrum npumepom MakpoMmyTauuidi MOTFYT CMY>XWUTb FOMEO3WCHbIE
MyTaLun, BbIBOAALLME NMPU3HAK HA YPOBEHb HOBOI0 TaKCOHOMMWYEC-
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Puc. 13.6. Ponb mMakpomyTauuin B 3BONIOLUMN
(no: BopoHuo0B, 1988).

Be3Bonocble MyTaHTbl XOMSIUKOB Peromyscus maniculatus
(A—B). BuaHbl coxpaHusLinecs BUGPUCCHI U CKNagKW 0poro-
BEBLLEro anuTenus. B Hopme 0c06M 3TUX BUAOB MOKPbITbI 06bIY-
HbIM MEX0BbIM MOKPOBOM. A — “HocoporoBbliA” (rhinoceros),
peAKuii peLeccuBHbIA MyTaHT. Fomo3uroTel rh/rh coxpaHsioT
I0BEHWU/bHbI BONOCAHON MOKPOB, KOTOPbIA HayMHaeT Bbina-
faTb B BO3pacTe 2 Hefenb, AeNUNALUS 3aBepluaeTcs B Teue-
HUe HEeCKONbKUX HefeNlb. [TOMUMO MOLIHO pasBUTbIX “HOCO-
pOroBbIX” CKNAA0K KOXW BUAHbI YANMHEHHbIE NPOTUB HOPMbI
KOrTM —3(h(heKT NPOABNEHUA TOW Xe MyTauun. b —XoMA40oK
B BO3pacTe 6,5 MecsLeB, HOPManbHO NUTMEHTUPOBaHHbIN X0-
MAYOK — roMO3nUroT no mytauuu hairless. B — monogoii 6e3-
BOJIOCbI XOMAYOK-a/b6UHOC (FOMO3UTOT MO ABYM peLeccus-
HbiM — hairless u albino — HecuenneHHbIM npusHakam). I —
6e3B0N10COCTb Kak CUCTEMATUYeCKUii MPU3HAK Y LieNOHCKOM
6a6upychbl

K*ro paHra. B uenom noctynupyetcs, Ta-
KMM 06pa3om, CyliecTBOBaHWe aganta-
UWi, BOBHWKHOBEHME KOTOPbIX He Tpe-
OyeT HM NaMapKOBCKOT0, HU CENEKTOreHeTUYECKOro MnyTu.

OanH 13 caMblX BeAyLMX naneoHTonoros cospemeHHoct O. LU nH-
fesonb (puc. 13.7), ucxona u3 (pakta npefBapeHns PUNOreHUN OH-
TOreHe30M, BblBUHYN TEOPUO TunocTpounsma. B Heil OH nrHopupo-
Ban NpoOLecChl, NMpoTeKkawoliMe B MONYAAUUAX, OTBEPr 3BOMIOLMOH-
HYI0 PO/b CMy4YalHOCTW, MPU3HAB HOCUTENEM 3BOMIOLUN OTAE/NbHYHO
0c06b. OH cuuTan, YTo OTCYTCTBME MPOMEXYTOUHbLIX (DOPM B ManeoH-
TO/IOTMYECKUX OCTaHKaX 06 bACHUTCA 0COOEHHOCTAMM 3BOIOLMOHHOTO
npouecca, KOTOpbIil 3akntovaeTcs B 6bICTPbIX TpaHCHopMaLuax gopm,
CBA3AHHbIX C PE3KUMU U3MEHEHUAMMU
YPOBHS KOCMWUYECKOW W COMHEYHO
paguauuu.

CxofHble B3rnagbl nof Ha3BaHUeM
“Teopua npepbIBUCTOro paBHoBecua”

McnoBeaytoT aMepuKaHCKUe naneoH-
Tonorn H.3ngpupx (N.Eldredge),
Ct.CTtaHnn (S.Stanley) n Cr.loyng
(S.Gould). OHM TakXe NpuaatT Bax-
HOe 3HayeHune B 3BONKOLMY NejoMOp-
(ho3y, T.e. TaKUM U3MEHEHUAM OHTO-
reHesa, KOTOpble XapakKTepusyloTcs
MOMHON yTpaTolii B3pOCNONA CTagun u

Puc.13.7. OTT0 MeHpux LWnHgesonbd. Kpyn-
HelWniA naneoHTONOr COBpPEeMEeHHOCTH.

O/fnH 13 co3gaTeneil COBPEMeHHONW NaneoHToNornm.
CTOPOHHMK KOHLENLUn “B3pbIBHOr0” BUA006pa3oBaHns.
EMy npuHagnexuT kpbinatas pasa: “Mepsas NTuya Bbl-
netena u3 aiiya AnHosaspa”
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Puc. 13.8. KpynHeiwunii oTevyecTBEHHbIN
3BONIIOLMOHUCT, akagemunk HO.M.AnTyxos,
oupekTop WMHcTUTyTa obuwieii reHetukm PAH
nMm. H V.BaBunosa. JlaypeaT FocyfapCTBEHHON
npemun.

ABTOp NMMOHEPCKNX PaGoT Mo NONYNALNOHHO reHe-
TUKe Pbl6, MMEKLWNX OrPOMHOE 3Ha4YeHne Ans pasBUTUS
pPbIGHOrO X034/iCTBA B Hallell CTpaHe. Y CnewHo uccnegyer
reHeTMYeckne B3alMOOTHOLIEHNS OHTO- U (hunoreHesa

COOTBETCTBYHOLWMUM YKOPOYEHNEM UH-
OVBUAYanbHOro pasBuTuA, Korga noc-
nefHen CTaHOBWTCA cTagus, GbiBLIAs
npexge NMYNHOYHON. XXMBOTHbIE NPU-
obpeTaloT cNOCOBHOCTL Pa3MHOXaTb-
CA MUMEHHO Ha 3Toi ctaguu. Mo-Bu-
AVMOMY, TaKUM MYyTEM BO3HUKAM an-
NEHANKYNAPUN, HEKOTOpble rpynnbl
XBOCTaTblX 3&8MHOBOAHbLIX (nNpoTewu,
CUPEeHbI), HaCEKOMbIX (rpunnobnattu-
4bl), NayKoobpasHbiX (psg NOYBEHHbLIX
Knewen).

Poccuitickmnii reHetuk HO.M.AntyxoB (puc. 13.8) mogpasgenun re-
HOTWN Ha ABe 4YacTu — BapuabenbHyto, 06eCnevnBatoLLY0 BHYTPUMO-
NYNALUOHHYI0O M3MEHYMBOCTb U pasHoobpa3une 3a cyeT 06bIUYHLIX MY-
Tauuil, N KOHCepBaTMBHYI, MpefHa3HAYeHHY [ANA OXpaHeHWa Mo-
CTOAHCTBA AaHHoro Buga. MNpouecc Bnaoobpas3oBaHMA CBA3aH TOMbKO
CO BTOPOI 4YacTblo reHoma. MyTauum B 3TOM 06n1acTU reHoma, Kak
npasuno, netanbHbl. OfHaKO BO3MOXHbl W HefleTallbHble U3MEHEHUA
Tna MakpoMyTauuil, KoTopble BeAyT K BUA006GpasoBaTeibHbIM COObI-
Tnam. Co s3rnagamu HO.M.ANTyxoBa NepeksMKaeTca npeaioXXeHue
M.[.Mony6oBckoro (BbickasaHHOe B 70-e rogbl XX B.) pasnuyatb B
reHoMe KOHCTUTYTUBHYIO U (haKyNnbTaTUBHYIO YacTu. MNMepBas BKOYa-
eT B ce6a Habop CTPYKTYPHbIX FEHOB W PErynATOPHbIX panoHoB, MO-
CTOAHHO NPUCYTCTBYIOWMKX B FrEHOME W ABNAIOLWUXCA MaTeEpPUanbHbIM
“BonsoweHneM” NnocTodHcTBa Buaa. BTopad cocTouT M3 MOBTOPAIO-
LW MXCcA nocneaoBaTeNlbHOCTEN, MOABMXKHbBIX FTEHETUYECKUX 3/IEMEHTOB
M PErynaToOpHbIX PaiOHOB, XapaKTepPU3YLLNXCA HENOCTOAHHbBIM NPU-
CYTCTBMEM B FeHOME W ABMAKOLWMUXCA OCHOBHOW “ABUXYLLEN” CUMOW
3BOJIIOLUMN, B OCOBEHHOCTU B C/lyYyae KAKMX-TO KatacTpodhonofobHbIX
N3MEHEHU OKpyxatwlei cpeabl (celicMuyeckue ¢akTopbl, pajua-
uma u np.).

KAK OHTONEHE3 MOXET “ABUTATb” ®WJIOTEHE3"?

KakoBbl, 04HaKo, Te KOHKpeTHble COGbITUA W NpoLec-
Cbl, KOTOpble MOryT o6ycnoBnusatb npeo6pasoBaHuWe TUMOB OHTOre-
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He3a? Ha mMoi B3rnag, 3to 0cobblii BMA MyTauuii, TOYKOW NpUIoXe-
HUA KOTOPbLIX ABMAKOTCA BPEMEHHbIE MapaMeTpbl CO3peBaHUS B3auUMO-
LefcTBYOWNX CUCTEM B pa3BuMTMK. B cylHOCTH, BeCb NpoLEecc OHTOre-
He3a npeacTaBnseT coboil Lenb IMOPUOHANbHBIX MHAYKLUWIA, B3aUMO-
JeACTBUIA WHAYKTOP — KOMMNeTeHTHas TkKaHb. [MONHOLUEHHOE
OCYLLEeCTB/IEHNE IMOPUOHANBHOW MHAYKL WK 3aBUCUT OT TOF0, HACKO/b-
KO TOYHO MO BPEMEHU CO3peBaHUe MHAYKTOpPa COOTBETCTBYET CO3peBa-
HUIO KOMNETEHTHOW TKaHW. B HOpManbHbIX YCNOBMAX pearvpytoLias
KOMMNEeTeHTHasA cucTema npuobpeTaeT cnocobHOCTL 0TBeYaTb (POPMO-
obpa3oBaTebHbIM MPOLECCOM Ha CTUMYAUPYIOWNA UMNYAbC NHAYK-
TOpa B TOT MOMEHT BPEMEHMW, KOrja WHAYKTOP CTAHOBMTCA CNoco6-
HbIM NpojyuupoBaTb 3TOT UMMynbC. PaccorsacoBaHuMs BO BPEMEHMU
CO3peBaHNA MHAYKTOPA U KOMMNETEHTHON TKaHW BeAyT K HapyLleHUWto
COOTBETCTBYIOLIMX MOP(OreHeTUUYECKMX NpoLeccos. MyTaunu, Bbl3bl-
BalOlLMe Takue paccornacoBaHus, no-suAMMOMY, PacrnpocTpaHeHbl
LOCTaTOYHO WNPOKO. TakK, Y Mblleil M3BECTHbI MyTaHThl C HAPYLIEHN-
€M WHAYKTUBHbIX B3aMMOMENCTBUI MeXAy BbIpOCTOM BOJib(hOBa MpoO-
TOKa U MeTaHe(POreHHON Me3eHXMMOIi, KOTopoe 06YyCNOBNEHO Bpe-
MEHHbIM paccornacoBaHWeM B CO3PEBaHWUW 3TUX TKaHei, B pesynbTaTe
4ero HapyLuaeTcs pasBuTme Noyku. Mpu COBMELLEHUN B OPraHHOM Ky/b-
TYype UHAYKTOpPA U KOMMNETEHTHON CUCTEMbI OT MyTaHTHbLIX U HOPMalb-
HbIX 3apOAbILIE MoYeYyHas TKaHb pa3BMBAETCA HOpMaibHO. NpuMepom
Takoro npouecca ABAAKOTCA ONUCaHHbIE B [/1aBe BOCbMOW pe3y/bTaThbl
Hawmnx ¢ O./1.60romonoBoO 3KCNEPUMEHTOB Ha 3apoAbllax akconoT-
nqa. Kak oTmevanocb, CTaHOBMiEHWe NUTMeHTaLum y amubuii onpege-
naeTcsa B3aMmogeicTBMeM 3nupetwca, BbICTynalwLWero B KayecTse
WHAYKTOpa, U TKaHW HepBHOro rpebHs, KOTOPbI/ ABNAETCA UCTOUHM-
KOM MefniaHo6/1acToB, MUTPUPYOLWNUX Cy6annaepmanbHo nog BANAHN-
eMm uHgyktopa. OgHa u3 myTaumii (d) Bbi3biBaeT B romosurote (dd)
pe3koe ocnabneHue OKpacky akco/OTNA: Y XXUBOTHOrO Clierka okpa-
WeHa NMWb cnuHa (Tak HasbiBaemas 6enas paca akconoTnei). Mol
nokasanu, 4YTo OTCYTCTBME OKpaCKM AeTEPMUHUPYeTCA He yTpaToii
MHAYLMPYIOLWMUX CBOWCTB anuaepmmca uam cnoco6HoCcTM menaHob6na-
CTOB MUTpPUpOBaTb U CUHTE3MpPOBATb MUIMEHT, a paccornacoBaHMeM
BPEMEHW CO3peBaHMA 3TUX [BYX B3auMOLEWCTBYHOLMUX 3aKnafokK, CO-
CTaBMAKOWMUX, TaKUM 06pa3oM, efUHYI0O KOPPENALNOHHYIO CUCTEMY.
TWNMYHBIM Clydaem, KOTOPbIA XapakTepusyeTca pacnagom, 4e3unH-
Terpaumeil Takoro poga KoOppensiLMOHHbIX CUCTEM, ABASETCA [AOMec-
Tukaumsa. 310 6bI10 nNpogeMoHcTpupoBaHo W.U.LLWmanbrayseHom u
[.K.BenseBbiM. KoppensumoHHasa cucTeMa 0Ka3biBaeTCsl HapyLIEHHOM
BO MHOIMX CNy4yasix, He HapyLlwaeTca Nulb PYHKLNOHUPOBAHUE XKU3-
HEHHO BaXHbIX OpraHoB. Hanpumep, B OKpacke LOMALWHUX XXUBOTHbIX
06bIYHO OTMeYaeTCs HenmpaBU/bLHOE pacnpejeneHne NATeH pasnnyHo-
ro useta (y KopoB, cobak, KoWweK, MOPCKUX CBUHOK), Yero He BGbiBaeT
Y LUKUX XWBOTHbIX, rge umeetrca nubo OLHOTOHHasa oKpacka, nmbo
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3aKOHOMEpHOe pacnpejeneHne nonoc unn nateH. Cnegyet OTMETUTb,
YTO reHeTUYECKNN KOHTPOIb OA4HOTOHHOW Cepoii OKpacku 4OCTaTOYHO
CNOXEH, TEM He MEHee C/I0XHbI KOPPensLuNOHHbI MexaHu3M Nerko
paspywaetca. MyTauuu, npossasfloLLMecs B NpoLecce JOMecTUKaLnuu
XMWBOTHbIX (NO-BUAMMOMY, B CBOEM 6O0/bLINHCTBE HAKOMMAEHHbIE pa-
Hee, HO He pacnpocTpaHABLIMECHA B NONYNALUAX B CUAY Masioll Xu3-
HECnocobHOCTM MYTaHTOB B eCTECTBEHHOW 06CTaHOBKE), B YCNOBUAX
MX pasMHOXEHUsA Moj OXPaHOl YenoBeka AeNCTBYIOT Ha YPOBHE KOp-
pensiLMOHHbIX COOTHOW EHUI. MMpU 3TOM CyLLeCTBEHHbIE KOPPEenaumum
4acTo TepsAITCSH, & B3aMeH yCTaHaB/MBAKOTCS COBEPLUEHHO HOBble. Pas-
BMTME XOXNa W MepbeB Ha Horax y Kyp, a TakXke KypAlka y oBel
06ycnoBMeHbl AeACTBUTENBHO HOBbIMU KOppPensyuuamMmu. Y cTaHOBNeHUe
HOBbIX MPW3HAaKOB CBA3aHO C YCTAHOBMEHWEM HOBbIX KOPPENsuuii.
.M.l manbrayseH paccmaTpuBaeT pefyKuWO OpraHoB Kak pacnag
KOPPEeNnsLMOHHbIX CUCTEM, @ aTaBU3M — KakK /I0Ka/ibHYI0 penHTerpa-
LU0, B OCHOBE KOTOPbIX fnexXaT CABWIM BO BPEMEHM HACTYMAeHUS
thopmoobpasoBaTe/ibHbIX peakuunii.

SHAYEHWE BPEMEHW 3KCIMPECCUWN TEHOB
B 9BO/ZTIOULMOHHOM MPOLECCE

JeTanbHblil GUOXMMUYECKUIA aHaNN3 Pa3BUTUS NTUUNHOY-
HbIX Y MMarnHanbHbIX TKaHe y pasHbix BUA0B Drosophila rpynnbl virilis
Mo3BOMINN BbISSBUTb BUAOBYIO CNEeLMPUYHOCTL BPEMEHU BUOXMMMYeC-
KOro CTaHOB/IEHUSA UCCef0BaHHbIX TKaHel. MeXnnHedHble pa3nnuuns
B MOBeAeHMN NabopaTOPHbIX XMUBOTHbIX B pAfe Clyyaes ABAAIOTCS pe-
3yNbTaTOM pasMyHbIX CKOPOCTEN HAKOMMEHNA HEAPOXUMMNYECKUX CY6-
CTpaToB B Xofe pa3BuTuA. KakoBbl BO3MOXHble (heHOreHeTUyeckue
OCHOBbI BblpaXXeHHOI BapmabunbHoOCTM hopmoobpasoBaHus, 06ycnos-
NEHHON caBMraMy BPEMEHHbIX MapaMeTpoB CO3peBaHUsA B3auMogei-
CTBYIOLWUNX TKAHER?
MpeAnonoXnm, YTO B pa3BMBalOLLLeCca cucTteme MMeeTcs ABa reHa
Axun N2 (KoTOpble MOTYT ObITb anfefibHbIMU WU He-aniefbHbIMU, YTO B
06LLEM He MPUHUMMNANLHO AN AAHHOTO Cny4as), OCYLLECTBAAOLLINE

Puc. 13.9. M'mnoTeTnyeckas cxema MakKpo-
myTauun (M), Bnuswoweid Ha MopdoreHeTun-
yeckue npouecchbl (no: KopoykuH, 1993).

A, — NPOAYKT KOAWUPYETCS reHoM AX U fAeTepMUHMN-
pyeT peanusauuio MopghoreHeTMYeCKo peakuum.
— NPOAYKT, KOAUPYETCH FeHoM J121u NpuHUMaeT y4yacTue
B MOP(OreHeTUYECKNX NpoLieccax TONbKO Moj BANAHUEM
reHa-moaundukartopa M. B aTom cnyyae oH feTePMUHUPY-
eT peanusayno MoOpdoreHeTUYeCKo peakuyumn a*. Bsau-
MOfelicTBME NPOAYKTOB obecneynsaeT BapuaLuu B Mop-
(horeHeTMYECKMX COGBLITUAX, KOHTPOANPYEMbIX KaXfblM
13 HUX
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KOHTPO/Ib COOTBETCTBYHOLWUX MOphOreHeTuYecknx peakuymii (alna2)
yepes CUHTe3 cneynruyuecknx sewecTs a, u a2 (puc. 13.9). OuesunpHo,
np¥ MHOTOYPOBHEBOM KOHTpO/Je peanuMsauumnm npusHaka cam Qakt
TPaHCKPUNLUMWN AAHHOTO fIOKYyCa elle He 03HayaeT, YTO KOHTpoupye-
Mblli UM MpU3HaK 6yfeT BbipaxeH B heHoTune. CyLiecTBYIOT MHOrO-
YMC/IEHHbIE TEHETUYECKMUE KOHTPONMpYyoLWMne 31eMeHTbl, KOTOpble
CMOCO6HbI MOAABUTL NMPOABNEHNE NPU3HAKA HA TOM WU WHOM 3Tane
€ro OCyLLeCTBNEHMS.

Jonyctum, 4To MOpdoreHeTMyeckas peakums, KOHTponupyemas
reHom A2 He MMeeT BbIX04a B PeHOTUM BCNeACTBUe 6/10Ka HA TOM WK
MHOM YpOBHE perynsuuu, Hanpumep, TOPMOXEHUA CUHTe3a Belle-
CTBa a2 UM paccornacoBaHWs BPEMEHW ero ChHTe3a C BPEMEHEM CO-
3peBaHuA pearmpyrowei cuctemMbl. B TakoMm ciyyae o0CyLLeCTBUTCS UL b
OAVMH MopdoreHeTuyeckuii npouecc — al. JjonycTum Tenepb, 4TO B
(3gHOM M3 reHoB-mMoAMMUKaTOpoB (M) mpomsoLwia MyTauns, pesyib-
TaTOM KOTOpOI CTanu COBMeLLeHWe BPEMEHU CUHTe3a BeliecTBa a2 u
CO3peBaHUsA pearupyolleli cucTembl, a, CnefoBaTeNlbHO, U BbIXOA B
(heHOTUN NPU3HAKa, KOHTPO/NMPYeMOro reHoMm AT B Takom cnydae ocy-
LLecTBNIAETCA TakxXe cobblTne ax Ecnum mexay peakuuamu a\ v ar2
MMeeT MeCTO B3auMOAeNcTBMe, TO BO3MOXHbI Pa3finyHble AOMNONHU-
TeflbHble, “NMPOMeXYTOo4YHbIe” popMoobpa3oBaTefibHble npoLeccsl. Mo-
CKOJIbKY Ha OTHOCUTENIbHYI0 BbIPaXXEHHOCTb KaXKA40W U3 3TUX peakLuii
B heHOTUNE OYAYT BAUATD MHOFOYUCNEHHbIE TeHbI-MOAUGDUKATOPbI,
KO/MMYECTBO pPas/iInyHbIX BO3HUKAOLWUX MPU 3TOM PEHOTUNUYECKUX
BapMaHTOB NpakKTU4yeckn 6esrpaHMyHoO. CnefyeT TaKxe YYUTbIBaTb BO3-
MOXHOCTb TOr0, 4TO reH M KOU”"30/MpyeT YPOBEHb TOrO WUAWM WHOTO
ropMoHa B pasBMBaloLWemMcs opraHmsme. 3TO B CBOIO OYyepefb Cylie-
CTBEHHO OTpasMTCcA Ha 06lem ropmoHanbHOM 6anaHce. lMocnegHwuii
e UrpaeT BaXHYK ponb B perynsumum ocobeHHocTell (B TOM yucne u
BPEMEHHbIX) (DEHOTUNUYECKOT0 BbIPAXEHUA LENOro KOMMaekca pas-
NINYHBIX NPU3HAKOB W OCYLLECTBIEHUU pa3HOo6pasHbIX MOPOreHeTH-
YecKMX peakumnid.

M3MeHeHNs BPEMEHHbIX XapaKTepuCTUK, Hampumep npexpgespe-
MEHHas Unu 3ajepXxaHHas nponndepalynsd onpeseneHHbIX rpynn Kne-
TOK, CNOCO6GHbI NpeobpasnTb heHOTUNUYECKNA “061MK” opraHm3ma.
Xopowwue NpuMepbl Takoro “npeobpaxeHna” MOXHO HaiTu B pabo-
Tax 4’A.TomncoHa. Kak nokas3aHo Ha 3aMMCTBOBAHHOM U3 ero paboThbl
pucyHke (puc. 13.10), nyTem npocToro npeo6bpaszoBaHUs KoopauHaT
LOCTUTalTCA 3HAYUTENbHbIE Pa3InyMa Mexgay opraHuyeckumu gop-
MaMu. Tak, 3aMeHUB KOOpPAMHAaTbl PUCYHKa, M306paxarolero mopc-
Kyt0 pbiby Scaurus, Ha W30THYTYIO OPTOrOHAaNbHYH CUCTEMY, Mbl MO-
Ny4Ynm nU306paxeHne He oYeHb OTAANEHHOro poga Pomacanthus, KOTO-
poe No OTHOLUEHMWIO K Scaurus BMOMHE MOXHO Ha3BaTb “CYacT/IVBbIM
MOHCTpOM” P.Monbgwmugra. Mo-BMAUMOMY, MMEHHO Takue npeoo6-
pa3oBaHWs peann3yloTCd B X04e MOP(OreHETUYECKOro npolecca, Xop
KOTOPOro M3MEHEH MakKpoMmyTaluei.
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Puc. 13.10. TpaHcthopmauumn [ ’Apcu
TomncoHa (no: KopoukuH, 1993).

PUCyHOK feMOHCTPUpPYeT, U4TO W3MeHeHus (Ba-
puauun) B HanpaBneHUn pocTa U KNeTOUHOW Nponm-
thepaumm (AMHUN KOOPAMHATHOR CeTKW) BO Bpems
pasBUTUSA MOTYT BbI3BaTb CYLLECTBEHHbIE CABUTU B (he-
HOTUME XMBOTHLIX (B AaHHOM cnyyae pbl6okK). Mak-
poMyTaLum, Bbi3blBalOLNe TAKOTO POfa UIMEHEHNS,
cnoco6HblI NPoAYyLMPOBaTb U3MEHEHUS BugoCneundn-
UecKkux, a To 1 poAocneLn@uyecknx NPU3HaKkoB no-
CpeAcTBOM, Hampumep, CABWTOB CKOPOCTU MUTOTU-
yeckoro uwkna. J1 — Diodon; B — Scaurus; C —
Pomacanthus\ D — Orthagoriscus. OcTanbHble 06bsic-
HeHNs B TEKCTe

M B 3TOM CMbIC/ie CXOACTBO UAN pasnmMyme opraHnyeckmx popm u
CTPYKTYpP OTHIOAb He fBNfAeTCA [0Ka3aTe/lbCTBOM WX POLCTBEHHOrO
npoucxoxgeHus. OTHOWeHMe B 3TOM cny4yae NOAOOHO WM3BECTHbLIM B
NOTUKE OTHOLWEHUAM PaBHOCWU/ILHOCTU. PaBHOCW/IbHbIE hOpMYyNbl —
3TO Te, KOTOPbIEe HE3aBUCMMO OT 3HAYEHWUIA UCTUHHOCTU BXOAHbIX Me-
PEMEHHbIX XapakTepu3ylTCA WAEHTUYHOCTbIO BbIXOAHbIX 3HauYeHWi
NCTUHHOCTU. Hanpumep:

(p—~qa) ~{p"a)
p q (p—~q) . A PKq  ~(pA<T)
" n n n " n n n
n " n " n " n "
" n " " " n n "
n n " " n n n "

Pa3se He NOAO6HO OTHOLWEHWAM PaBHOCWU/IBHOCTWU pa3BUTUE Ka-
MEpPHOro rnasa y ronoBOHOMMX M MO3BOHOYHbLIX (puc.13.11)? Cxema
OTYET/IMBO AEMOHCTPUPYET, KAaK Ha OCHOBE COBEPLUEHHO PasfiInyHbIX
MOP(OreHeTUYeCKUX MNPOLECCOB (POPMUPYIOTCS MOJ0OHbIE OpraHbl.
VIMEHHO TakuM nNyTeM MOXeT ObiTb OCYLLEeCTB/IEHO KOHBEPreHTHOoe
pasBuTHe NMPU3HaKOB Y (hUIOTeHeTUYEKN HEPOACTBEHHbLIX OPraHn3mMoB.
B ocHoBe c06bITUIA, NOCNeA0BaTENIbHO CTPOALWMX LaHHYIO CTPYKTYpY,
NeXUT, 0YEBWAHO, FEHETMYECKM 3anporpamMupPOBaHHbIA nnaH pas-
BUTUA. MNocnefoBaTeNibHOE pa3BepTbiBaHNE 3TUX COBbITUI perynumpyet-
CA CNOXHbIM W TOYHO HACTPOEHHbIM TEHEeTUYECKUM MeXaHW3MOM,
Hayano KOTOPOMY MOXeT MOJIOXWUTb OAHOpa3oBasg MakpomyTauus
MonpbgwimnaTa.
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Puc. 13.11. CxemMa aM6pMOHANBLHOr0 PasBUTUSA U CTPOEHUSA FNas3a rolIoBOHOrMX MOSI-
NOCKOB» (a-d) M N03BOHOYHbIX (e-K) (mo: WMopgaHckuii, 1979).

[nasa 3TMX 4pe3BblYaiHO fanekux Apyr oT Apyra rpynn XWBOTHbIX 061a4al0T 3ameyaTeNbHbIM CXO4-
CTBOM 06Leil KOHCTPYKLWM U MHOTUX feTaneii CTPOEHMA (XpyCTannk co CneuuanbHbIM MblleYHbIM anna-
paToM, OCYL|eCTBAAIOWMM €ro akkOMOoAauuio, pajyXuHa, OKpyxawolias 3payoK W CnocobHas M3MEeHATb
ero fnameTp, cknepa, porosuya nap.). OfHaKo y ronoBOHOIMX rnasa pasBMBalOTCA Kak BNAYMBaHME NOKPO-
BOB, Y MO3BOHOYHbIX — KaK GOKOBble BbIPOCTbI FOJIOBHOFO MO3ra.

1 — ceTuyaTKa; 2 — NMUrMeHTHasa o6onouka; 3 — porosBuua; 4 — pagyXuHa; 5 — xpycranuk; 6 —
pecHuW4Hoe (3nuTennanbHoe) Teno; 7 — cocyanuctas 06on04ka; 8 — cknepa; 9 — 3puTeNnbHbI Heps; 10 —
noKpoBHas" akTofepma; 11 — ronoBHOW MoO3r

POJIb TETEPOXPOMATWHA B 3BOHOLNN

UTo Xe, 0fHAKO, 3aCTaBfleT reHbl M3MEHATb BPeMsA JKC-
npeccun? EcTb OCHOBaHMA npegnonaratb, YTO CyLLECTBEHHAA pofb B
3TOM NPUHASNEXWUT FeTepOXPOMATUHOBLIM yyacTKaM XPOMOCOM, KO-
TOpble mMOryT coctasniaTh oT 20 go 80% reHoma.

Y ppo3odunbl reHbl, Heobxogumble ANnd 06ecneyvyeHns Xu3sHecno-
COB6HOCTM M MJIOJOBUTOCTM camu0B, OblNK NoKann3osaHbl B K-xpomo-
COMe U LUeHTPOMEepPHOM reTepoxpoMaTuHe XpoMOocoMbl 2. ['eTepoxpo-
MaTUHObble 061acTU OKa3blBalOT AeliCTBME Ha KOMMeHcauuto LO3bl
pAHK, skcnpeccuto Knactepa reHoB, TECHO CLEMN/EHHbIX B XPOMOCO-
Me 2, MeioTW4YecKoe MOBEJEHMWE XPOMOCOM, peKoMOWHauut, cyn-
peccuto athhekTa NonoxeHnsa. bonee Toro, cneynuyeckme obnactu
Y-XpoMoCcOMbl MOAaBAAOT 3Kcnpeccuto A'-CLEenfieHHbIX FeHOB B Ce-
MEHHMKaX.

deHOTUNMYECKUA 3D EKT N3MEHEHUS KONMYecTBa reTepoxpoma-
TWHA 4acTo MNposBMAeTCA B paHHeM ambpuoreHese, 0b6ycnosnuBas,
HanpuMep, CHMKeHMEe KOAMYecTBa KIeTOK Ha OpraH Uau coxpaHeHwue
(heTanbHbIX XapakTepucTuK nocne poxgeHuns. MIMeHHO retepoxpoma-
TVHY 1 B MepPBY0 o4epesb BXOAALWER B ero cocTaB catennmtHon AHK
NMPUNUCLIBAIOT PONb PErynsTopa CKOPOCTU KNEeTOYHOro AeNeHns U po-
cTa W, CNnepoBaTeflbHO, BPEMEHHbIX MapameTpOB WHAWMBUAYaNbHOIO
pasBUTHS.
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[eTepoxpomaTtvH u catennutHasa OJHK, BO3MOXXHO, OKasblBalT
BO34ElCTBME Ha BPEMSA IKCMPECCUM TEHOB ABOSKMM CNOCOOGOM: OHM
MOTyT accouMmpoBaTbCs C OMpefeseHHbIM Knaccom 6enKoB, KOTOpble
B/IUAKOT HA CTPYKTYPY XpOMaTUHA, U MOTYT TakXXe BNIUATb Ha Tpexmep-
HYI0 opraHusauntio MHTepdasHoro agpa. Tak, HapyleHne NUrMeHTa-
LWW Yy aKCONOT/NEN, CBA3aHHOE C M3MEHEHUAMYN BPEMEHHbIX MapameT-
pOB CO3peBaHMA TKaHeli, 00yCN0BNEHO, BEPOATHO, AeneLUmnein Kycodka
reTepoxpomMatuHa B 06/1acTn A4PbILLIKOBOro opraHusaropa. ¥ Drosophila
littoralis nonyyeHbl nabopaTtopHblie Cy6AMHUM, OTAMYAKOLWNECA HANW-
Ynem WIM OTCYTCTBMEM reTepOXpOMaTUMHOBOro 6/50Kka B paiioHe G4
XPOMOCOMbI 2, MpuUnexaweM K KnacTepy reHoB, KOAMPYHOLWUX U30-
(hepMeHTbl 3cTepasbl. OKasanocb, YTO MPUCYTCTBUE FeTepoxpomMaTu-
HOBOro 6/10Ka cABUraeT Bpems 3KCnpeccumn n3ohepMeHTOB 3cTepasbl B
pasNnyHbIX opraHax 4po3odubl B Xode oHTOoreHesa. OCo6eHHO UHTe-
PECHbI CAlyyaun, KOrga reTepoxpomMaTnHOBbIA 670K nokanusyeTtcsa B61n3n
paiioHa G5 xpomocombl 2 D.littoralis, cogep)aliero reHbl, Kognpyto-
Wwue Tpu m3odepmeHTa 6eTa-acTepasbl, B TOM 4uUCNe 3CTepasbl, pac-
Wwennsawouled OBEHUNbHbIA TopmoH (KO -3cTepasbl). B aTom cnydae
0co6u, TOMO3UTOTHbIE MO FeTepoxXpomMaTuHOBOMY 610Ky, normbéawT
Ha CTagun KYKONKWN. XapaKTEPHO TAKXe W TO, YTO He TO/IbKO 3afepXu-
BaeTCsA BpeMa noasneHnsa nsodepmeHtos KO -acTepasbl, HO U TOPMO-
3UTCA CBOWCTBEHHbI HOPMasbHOMY PasBUTUIO POCT MX aKTUBHOCTMU.
Mpeanonaraerca, YTO COXpPaHEHWE HU3KOT0 YPOBHA aKTUBHOCTK HOT -
acTepasbl 06ycnoBnmBaeT gucb6anaHc B COOTHOWEHNM 3KAM3OH/OBE-
HUbHbIA TOPMOH, TaK YTO CMIOXKMUBLUNIACA TOPMOHANbHBIA cTaTyC pas-
BMBaKLWelics Ap0o30(Unbl He MO3BOMAAET 3aBepwWUTb MeTamopdos.
.10 .PayweHb6ax BblgBUHYNa rMnoTesy, COrnacHO KOTOpPOW 3TOT M30-
(hepMeHT, ABNAACL OpraHo- U TKaHecneyuuMU4YHbIM, COCTABMAET Le-
NIOCTHYIO CUCTEMY BMECTE C HEMPOIHAOKPUHHBIMW OpraHamu. dTa cu-
cTemMa perynupyeT afanTUBHYI peakuuio Apo3ogunbl. B pesynbtaTe
cenekymm B JaHHON (heHOTUNWYECKOW cucTeme OTOMpaKTCAa KOMM-
NIeKCbl TeHOB-MOANMPUKATOPOB, KOHTPONUPYIOLWKX aKcnpeccuto HOT -
acTepasbl B KpUTMYECKMEe MOMeEHTbl pa3BuTMA ocobeli, cnocobCcTByS
COXPAHEHUIO MU 3NTMMUHALUN CNOXUBLLUUXCA TEHOTUMOB B onpege-
NEHHbIX YCNOBMAX cpefbl. B COOTBETCTBUM C ITUMU NPeLCTaB/IEHNAMM
KonebaHna akTuMBHOCTM HOT-3cTepasbl ABNANTCA YacTblo peakuuu
OHTOTEHETMYECKOW CUCTEMbI, MPUHUMAKLLEA y4vyacTne B Perynauumn
npouecca MHAMBUAYANbHOIO Pa3BUTUS W, BO3MOXHO, UTpalLLeid nc-
KNHUYNTENbHYO POSb B 3TON perynsuymn. BHesanHbie n rnyb6okne Ha-
CNeACTBEHHbIE MEPecTPoiikKM DYHKLUOHUPOBAHUA UMEHHO TakKUX CUC-
TeM MOTyT NPOU3BECTU Ha CBET “MHOrob6eLaoLlinX ypoLoB” ¢ 3BONIO-
LMOHHbIM OYAYLLUM.

Takmm 06pa3om, MOXHO cebe MpefCcTaBUTb, YTO Mepepacnpegene-
HWe reTepoxpoMaTuHa BbI3bIBAET (PYHKLMOHANbHYIO peopraHusauuio
reHoMa B Le/ioM, M60 3aTparvBaeT NUWb OTAENbHbIE MPU3HAKK, NTM60
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[0CTaTOYHO ry60KO npeobpasyeT PEHOTUNMYECKOE CTAHOBEHMNE CU-
CTEM TaKuX NPU3HAKOB.

Oco6bllii MHTepec B CBA3M C 3TUM MNpeAcTaBnseT opraHu3ayunsa Ka-
puoTuna y pasHbix Buaos Drosophila rpynnel virilis, 06Hapy>uBarLnx
OTUYET/NIUBbIE Pa3NUuuA B KONUYECTBE FETepOXPOMATUHA Ha TFeHOM U
0TYacTWU B ero pacnpefgeneHuyn nNo xpomocomam. 3Ta rpynna Apo3ogu-
NNf BKKOYAET MO KpaliHeil mepe 12 BUAOB, 06beAMHSAEMbIX B (nunagbl
Nno cTeneHn MopdosormMyeckoro U 6MOXUMNYECKOr0 CXOACTBA, a Tak-
)K€ CKPeLLMBaeMOCTN MeXay cob0oi. PasnnyHble unagbl 04eHb YETKO
pasnMuyarTcs Mo KOAM4ecTBy caTennutHoi A HK, cobpaHHOW npe-
MMYLLECTBEHHO B FeTEPOXPOMATUHOBLIX paiOHaxX XpOMOCOM.

Tak, y D.virilis konnuectBo catennutHoii AHK cocTtaBnser noytm
50% reHoma. ®unaga texana (D.texana, D.americana, D.novamexicana,
b.lummei) xapakTepu3yeTcs 3HAYUTENbHbIM YMEHbLUEHNEM KO/inYe-
CTBa retepoxpomartuiHa no cpaBHeHuto ¢ D.virilis. B ¢hnnapax littoralis n
montana HabnlOAaeTCA faNbHENLee CHUMDKEHWEe KOMn4ecTBa reTepox-
pomMaThHa, TakK 4YTO 3HauuTenbHas 4vacTb 6/10Ka anbda-retepoxpoma-
TWHa NOSIHOCTbLIO BbiMadaeT (puc. 13.12).

Dox.Fonn (D.Gall) ¢ coTpygHMKamn 06HapYy>XuUiu, 4TO UMEEeTCs Tpu
rnaBHbIX Tvna catennmtHoin AHK y D.virilis: 25% reHoma — nocnefo-
BaTeNnbHOCTL HyKneotngos 5'ACAAACT, 8% reHoma — 5'’ATAAACT
n 8% — 5'ACAAATT. bblna TakXKe nNpogeMoHCTpMUpoBaHa TKaHeBas

Carte/mThbl Metachaza  MHTepdasa
L I AHE 17211,712 1676 a,a,
Dvirilis ++++++ — —

novamex
1 .
amfjrlcana ++ — — + —_
texana
montana —_— = — +

ezoana

:I;&g:ggsz;elsnb:ocm % MeTadhasHble XpOMOCOMbI
carennmTax reHoma Okpacka % reHoma
I 5 ACAACT 25% OorH* 27,5%
n 5 ATAMACT 8 % atH* 125 %
w 5 ACAAMATT 8 % a+y- 5-8%

41% 45-48%

Puc. 13.12. B3aMMoCBA3b MeXAYy Hannumnem catennuTHolx JHK u retepoxpomatuHa
y 6nn3kux Bugos Drosophila rpynnel virilis (no: Holmquist, 1975).

Cnea — 3BO/IOLMOHHOE ApeBO BUAOB rpynnbl virilis; B ueHTpe — Hanuume ( ++, +) WM OTCYTCTBUE
(—) pasnnyHbIX CaTenInToB y BMAOB, CnpaBa — KONNYECTBO retepoxpomaTtmHa n CTeneHb ero CBeTUMOCTU B
mMeTadasHbIX XpOMOCOMax M MHTepdasHbIX Afgpax. 3a eAWHULY MPUHATO KONMYECTBO reTepoxpomatuHa y
D.virilis; anbtha! — npoKcMManbHbI, ApKO hayopecumpyowWwmnii 1 anbha2 — gucTanbHbIi, He hayopecym-
pylowum 610K reTepoxpomMaTuHa
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cneyntmnyHOCTb B pacnpegeneHun n gudpdepeHumnanbHoOl pennnka-
Lun pasHbixX pakunin catennutHoh AHK (cm. naBy TpeTbio).

PacnpegeneHne HebonbWKNX KoAnyecTB catennutHoli AHK, cogep-
XKaLLMXCH B 3yXPOMaTUHOBbIX palioHax, TakXe pas3finyaercs y pasHbix
BuaoBs Drosophila rpynnsl virilis.

ToMcKkuii umtoreHetTnk B.H.CTerHuii cgenan BblgatoLieecs 0TKpbI-
TMe, MoKasaB, YTO pasnMums B KoamyecTBe catennutHon AHK co-
NPOBOXAATCA BUAOCMNELNMUUECKUMU PA3NNUYNAMU B TPEXMEPHOIA
opraHusaumy xpomaTuHa ffpa, B cneyuuKaumy To4eK npukpenne-
HUSA XPOMOCOM K AfilepHOMY MaTpukcy. INpu 3TOM HUKOrga He 06Hapy-
XVBaeTcsd BHYTPUBMLOBOe pa3Hoobpasue no AAHHOMY MNpPU3HAKY, a
cnefoBaTeNbHO, ero M3MeHeHue MPOUCXOLUT B pesy/bTaTe Makpomy-
Taumn, nmetowen BngoobpasoBaTesibHOE 3Ha4YeHMe.

Kakune e (hakTopbl Bbl3bIBAOT B XOfe 3BOMOLMUM Nepepacrnpese-
NneHwue retepoxpomaTtuHa? /1.M.KopouyknuH n M.b.EBreHbes (puc. 13.13;
13.14) npefnonoXuam, 4To TakKoro poga cobbiTvsa npoucxopat 6na-
rogaps noABWMXXHbIM FreHETUYECKUM 3NeMeHTaM, Kak 6bl “pacTackuBa-
WUM” KyCOYKM reTepoxpomatnHoBoii AHK no pasHbIM siyeilkam
reHoma, pes3y/ibTaTOM Yero u ABAAKTCA TOMIbAWMMULTOBCKME MAaKpPO-
myTauunn. MoaBuXKHbIE reHeTuYeckne anemeHTsl (MIMF3) moryT no Kpai-
Heli mepe ABOAKMM cnocoboM BAMATL Ha peanu3aunto HacneACcTBEH-
HOli MH(opMaLun B pa3BuTun. Bo-nepsbix, BHeAPASACL B 061aCTb CTPYK-
TYPHOTO reHa, OHU U3MEHAT CKOPOCTb TPAHCKPUMLMK, B pesynbrarte
Yero KOHLUEeHTpauusa KoLMPYEMOro 3TUM reHoM 6efika M3MeHseTca B
HeckonbKo pa3. Tak, B nabopaTtopum aMmepukaHCcKoro reHetuka K.Jla-
ypu (K.Lauri) 661710 NOKa3aHo, 4To UHcepuua M3 B 30HY reHa, Ko-
TOPbIVi KOAWPYET ankoronbfAerngporeHasy, Bbi3blBaeT CHUXXKEHWe ak-
TUBHOCTU (hepMeHTa NpuMepHO B 4 pasa. Ecnn B nogo6HoOM cutyauum
OKaXKeTca reH, KOAUPYIOLWNA TOT UAN MHON (hakTop, hOpMUPYIOLLNIA

Puc. 13.13. Bcecoto3Haa KOH(epeHLMs no 6M0N0rMnm N reHeTUKe pasBuTUA 4P030-
¢unbl BO SibBOBe B 1987 r. B nepBOM psAfy cneBa HanpaBO — OpraHM3aTopbl KOHMepeH-
umn M.B.EBreHbes, J1.MM.KopoukuH, HO.H.AnekcaHgpos
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Puc. 13.14. I'mnoTeTuMyeckKas Cxema BKJ/IHOYEHUA A 2 A
NOABMXHbIX FTEHETUYECKNX 3/1EMEHTOB B NpoLecc BU- AL1ILIJZKEI

pnoobpasoBaHma (no: KopoukuH, 1993). X W U L‘I
J1 — HOopManbHbI NaTTepH pacnpefeneHns catennuTtHoi AHK. - -

B — MHCepuua NOABMXHbIX FeHeTUYecKnx anemeToB. B — nepepac-

npegenexnne catennntHoi AHK o
1 — xpomocombl; 2 — catennutHas AHK; 3 — nogsuxHble O 0 q

reHeTuYeckne 3nemMeHTbl; 4 —agepHas Mmem6paHa; 5 — n3mMeHeHus
“BOCMPUUMYUYMBOCTN” K MOABUXKHbLIM FEHETUYECKUM 3/EMEHTaM

NONAPHbIA rPagneHT, 3TO CYLLECTBEHHO CKa-

XETCH Ha pasBuTun ambpruoHa. Bo-BTOpbIX,

M3 cnocobHbl N3MEHATbL BPEMEHHON naT-

TEPH 3KCNPeccuyn reHoB, YTO TOYHO TaK Xe

OKa3blBaeT B/IMAHWE Ha B3aMMOfeincTBue

TKaHel B pa3BMTWUWM U COOTBETCTBEHHO Ha MOpP(OreHeTMYECKUe Mpo-
Lieccsbl.

VIHbIMW cnoBamu, NMpoucXofsLne B onpeaeneHHbiX To4Kax reHoma
3NMMUHALWUKN, BCTaBKM W nepepacnpegeneHus 6710KOB caTeNNUMTHON
OHK, o6ycnoBneHHble UX “3axBaToM” MepeMeLlaroLiMMunCca NoABUX-
HbIMW TEHETUYECKMMMN 31eEMEeHTaMmn, MOTyT 6bITb MeXaHU3MOM peasnn-
3auuMn HanpaB/ieHHOCTM 3BOJIIOLUOHHOIO Mpouecca, NOCKObKY cali-
Tbl BCTaBOK M3 pacnofioXXeHbl 3aKOHOMEPHO, a He pa3bpocaHbl B
6ecnopsagke No reHomy. Takoro poja nepemelLeHuns, no-suanNMomy,
Cnoco6CTBYHOT “B3pblBaM” Pa3/IMyHbIX MHBEPCUIA M TPaHCOKaL WA, Kak
npaBuao, conpoBoXxgakwmn eugoobpasosaHue B pabotax M.b.EBre-
HbeBa YeTKO NPOLEMOHCTPUPOBaHA KOPPenaunsa B pacnonoXxeHumn ca-
TennamtHoin AHK v N3 y pasnnuHbix BUAoB Drosophila rpynnel virilis,
4TO ABNAETCA KOCBEHHbIM NOATBEPXAEHWEM 3TOW rMNOTE3bI.

Kak nokasan aHrnuniickuin reHetuk Aosep (G.Dover), nepeme-
weHns MO HocAT “MaccoBbIfi” xapakTep M CBf3aHbl C Pe3KUM yBe-
NINYEHNEM WX KOJINYECTBA HA FeHOM, YTO MOI/0 Obl ABNATLCA MOJMIEKY-
NAPHO-TEHETNYECKOT0 MEXaHW3MOM CcanbTalWOHHOro BMAoo6pasoBsa-
HMsA. BO3MOXHbIA MexaHW3M 3TOro npouecca uantocTpupyet puc. 13.15.

W BCe e 0CHOBaHHble Ha JaHHbIX TEHETUKWU pPasBUTUA 3BOJIOLM-
OHHble MpeAcTaBNeHNA ABNAKOTCA NULWb TMNOTETUYECKUMU, U peLlato-
lee CNOBO MOKa 4TO OCTaeTcHd 3a
nasneoHTo0ramum.

Puc. 13.15. Cxema BHYTPUT€HOMHON MUTr-
, (MUM ¥ nocnefoBaTeIbHOCTU C UCXOLHOM XPO-
'MOCOMbI 1 Ha FOMOJIOFMYHbIE U HErOMOJ0-
rmyHble Xxpomocombl (no: Dover, 1989).

PacnpocTpaHeHne MoXeT 6bITb CBf3aHO NM60 C ,
TpaHcno3uumnen anemeHTa, NM60 C aCUMMETPUYHON B's
KOHBepcuell B AMCNeprupoBaHHOM CeMeCcTBe 4YneHOB ] % - | f - S ’)

[AMKOro TUna 4neHamn BapuaHTa
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AnTyxoB FO.M. NeHeTnyeckme npoueccol B nonynauuax. M.: Hayka, 1983.

. KopoukuH J1./. BnvsiHue KOHLUENLUMUN LeNoCTHOCTM XUBbIX CUCTEM Ha CTa-

HOBNeHWe CUCTEMHOI 6ronornyeckoii napagurmol//Mpupoga buonoruyec-
Koro nosHaHua. M.: Hayka, 1991. C. 142—162.

. Hasapos B./. YueHue 0 makpossonoumn. M.: Hayka, 1991.
. Pathep P., KocpmaH T. IMOPUOHSI, FeHbl, 3Bontoums. M.: Mup. 1986.

CTerHuit B.H. ApXMTeKTOHMKa reHomMa. CUCTEMHbIE MyTaLWy 1 3BO/OL M.
Hosocnbumpck: W3g-so HIY, 1991,

? Bonpocbl Ans NOBTOPEHUS

HwWwpN

B yem efjMHCTBO MHAMBUAYAILHOrO Y UCTOPUYECKOTO Pa3BUTUA?

KakoBa ponb MakpomyTauuii B 3BOOLUN?

Kak oHTOreHe3 MOXeT “ABuratb” (unoreHes?

KakoBO 3HauyeHWe BPeMeHW 3KCMPECCUW reHoB B 3BOJIOLMOHHOM Mpo-
Lecce?

KakoBa ponb retepoxpomarunHa B 3B0NHOLNN?



NaBa yeTblpHagUaTas

OBLWWVE 3AKOHOMEPHOCTW FrEHETUYECKON
PErY AU MHANBUAYATbHOTI O
PA3BUTUNA

Ha ofHOM M3 Mex[yHapoAHbIX CMMMO3MYMOB, MOCBA-
WEeHHbIX MHOTFOYUC/IEHHbIM acnekTam FeHeTUKW pa3BuTus, amMb6puo-
NOTU N TEHETUKU NPULWIN K eANHOMY MHEHWIO, YTO MeXaHW3Mbl OH-
TOreHes3a Ha pPas/IMyHbIX YPOBHAX €ro peann3sauunm yHusepcanbHbl U KOH-
CepBaTMUBHbI.

MOXHO CKas3aTb, YTO CTPOMTENbHbIE “KUPMMYUKKW”, a NOPOA U
Lenble 6M10KN, M3 KOTOPbIX CKajblBaeTcs OyAYLIMA OpraHu3M, Noxo-
XU Apyr Ha gpyra. CXo4Hbl Y CUCTEMbI YNpaBieHunsa “ cTpOUTeIbCTBOM” .
Cneumndurka xe pasBuTua pasHbiX 0praHM3MoB pOopMuUpYyeTCs 3a cyeT
BPEMEHHbIX W MPOCTPAHCTBEHHbIX pasNNYMii B MOCNeL0BaTe/IbHOCTM
COELMHEHMNA 3TUX “KMUPNNYNKOB” B HEKOE LeN0CTHOe “o6pasoBaHue”
(puc. 14.12).

M3n0XeHHbIN B NpefblAyWnx rnaeax marepuan nosponsetr chop-
MynupoBaTb 06LMe 3aKOHOMEPHOCTU FEHETUYECKOW perynsaumm oHTO-
reHesa, KOTopble MpPOABAAKTCA B X04e TAKOro “crpomtenscresa”. 3Tu
3aKOHOMEpHOCTU KacaloTca:

* B3aMMOAENCTBUA FEHOB B Pa3BUTUL;
* opraHusauun reHHbIX cucTem (‘teTeil’], KOHTPONMPYIOLWNX pa3Bu-

Tue,

e 0CO6eHHOCTEW (PYHKLMNOHUPOBAHUA 3TUX CUCTEM.

OCOBEHHOCTV B3AUMOAENCTBNA TEHOB
B PA3SBUTUWN

m CXO0ACTBO FEHOTUMMNYECKON CTPYKTYpbl Afep KNeTOK MHOTOK/1eTou-
HOro opraHmM3Ma He NPenAaATCTBYeT pernmoHanM3aunm passuBaloLLerocs
3apofblilla, ero NOCTENeHHO NPOrpeccupytoLLei 1 nociefoBaTeIbHOM,
CTPOro 3aKOHOMEPHOW reTeporeHusaymn 6narogapa Auddeperuymans-
HOI 3Kcmpeccun reHoB. Y 3yKapuoT AudepeHumanbHas 3kcnpeccus
HOCUT MHOrOYpOBHEBbIi XxapakTep, TakK 4YTO “BK/IIOYEHUE” TOro wuam
WHOrO reHa u akTuBaLusa ero TpaHCKpPUMNLUUK elle He 03Ha4aKT BbIXO-
fa KOAMPYEMOro MM npu3Haka B KNeTOYHbIA heHoTMn. Kak 66110 no-
KazaHo B Npeablgywmnx rnasax, nNyTb OT reHa K NMPU3HaKy TepHUCT U
CNOXEH U B COOTBETCTBUM C Jorajkamu pofoHayYaibHUKOB TEHETUKM
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FEHETUYECKASA MPOrPAMMA

PaHHve reHbl  MaTepuHckun 1

(MepBryHast 3UroTUYECKMiA
opraHuzaus reHom
aiua)

[eHbl,onpege-
nsowme maH
CTpoeHust Tena ~ 3UTOTUYECKUN
dopmupoBaHne  TEHOM
a XUMUYECKOTO
npecopmunama

leHbl "TOCMOAA" FeHbl, KOHTPO-

fl nvpylolme
[AeTepMuHaLio
n gudpchepeHm-
leHbl PABbI y POBKY KneTok
2 m N\
£ "LUYMOBBIE"achchekTbl
LETEPMUHALING U (reHbl- MO,qVId)VIVKaTOpr,
[NOOEPEHLMPOBKA KNETOK B/MAHIE YCIIOBMiA

BHYTPEHHE U BHELLHel
cpefbl, pasnnyHble
B3AVIMOAEVCTBME K/ETOK "OWN6KN" OHTOreHe3a)
MOP®OrEHE3

LIENb: Je<puvHATUBHLIM OpraHn3m

Puc. 14.1. Cxema reHeTUYECKOro KOHTPOAA UHAMBUAYANIbLHOMO PasBUTUA Ha pasHbIX
Tanax

pasBUTUA 3aBUCUT OT 3HAYMTENbHOW 4acTh reHoma, OT MPOAYKTOB
MHOTUX FeHOB W TpajueHTa UX pacnpefeneHus B passuBaroLiemMcs 3a-
pogblle, a TakXXe 0T 0COOEHHOCTEN UX B3aMMOAENCTBUS LPYr C ApPY-
rOM U C KOHKPETHbLIM FeHOM, (hYHKLMUKN KOTOPOro mnsyyartca. OCHOBY
WHAMBUAYANbHOTO Pa3BUTUSA COCTAaBAET, Clef0BaTe/lbHO, B3auMogeii-
CTBWE FEHOB, WX CUCTEMHOE, a He aBTOHOMHOEe PYHKLMOHUpoBaHue. B
Kakoli-to cTeneHu npasbl 6biAn M T.M.MopraH, u P.Fonbgwmmar,
MOCKOMbKY hakTnyecku “paboTtatoT” 06e npeactasneHHble UMY MOoJe-
MW, TaK 410 gnddepeHumnanbHas 3KCNpPeccus reHoB MOXET ObITb pea-
NN30BaHa Ha YpPOBHe KaK An(depeHLNanbHOW TPAHCKPUNLUK, Tak W
anddepeHumanbHOW TpaHCNALMK, a TaKXKe Ha YpOBHE MOCTTpaHcnsa-
LMOHHbIX CO6bLITUI, HAa TKAHEBOM WM AaXe OPraHM3MeHHOM YpOBHe.
m  CucTteMa reHoB, perynupyrowmux passuTtue TOro UaM WUHOTO Mpu-
3Haka (unm mMopgoreHeTMUYeCcKOro npolecca) opraHmsoBaHa no uepap-
XMYECKOMY NPUHLMNY, TaK YTO B KaXKAOM PErynaTOPHOM FeHeTUYECKOM
“KacKaje” CyLlecTBYIOT “reHbl-rocnoga” v “reHbl-pabol”. [epBble B Cy-
"y UX aKTUBaALUUN ABNAKOTCA CBOEOOpa3HbIM TPUTTepoM, “paspeLlato-
WuM” peannsauuio onpegeneHHoOro MopgoreHeTM4ecKoro npotecca
N BKIKOYAKOLWKUM “Kackaj” reHos, OCyLecTBAfOWMX 3TOT npouecc. C
reHamMy Takoro pojga mbl BCTpeyanucb Npu onucaHuu padot B.lepuH-
ra o mopgoreHese rnasa y Apo3oqusbl.

\Mox-



B [eHeTMYeCcKne N MONEKYNAPHO-TeHeTUYeCKne CUCTEMbI, ynpasna-
IouiMe pasBUTUEM, YAWUBUTENIbHO KOHCEPBAaTUBHbLI W MPUCYLWN KakK
NMPUMUTUBHBIM, TaK M BbICOKOPA3BUTbIM OpraHusMam. Kak mbl Buje-
NN, MbIWWHBLIA reH small eyes cnocobeH 3aMeHUTb TeH eyeless 4po30-
(hunel M “3anycTUTL” Mpouecc pasBUTMA rfasa B xofe MeTamoposa
pasBuBatoLieiics Myxu. CneynnYHOCTb pa3BMnBaloLLerocs opraHa (Bo3s-
HWUKaeT rnas 4po3odunbl, a He mMbiwun!), 04eBUAHO, 06YCNOBMAEHA OCO-
6eHHOCTAMMN PYHKLMOHNPOBAHUSA FTEHOB MPOMEXYTOUYHOIO 3BeHa MeXay
“reHamm-rocnogamu” n “reHamu pabamu”, Hanpumep reHamu Tuna
rOMEeOo3UCHbIX (“reHbl-cenektopbl”). OT HUX MOXEeT 3aBUCETb CUHTe3
NMPOAYKTOB, KOTOPble 06YCNOBANBAIOT CreluPruYecKNe MeXXKNETOUHbIE
B3aMMOJENCTBUA, AeTEPMUHUPYIOLLME CTaHOB/EHWE BMNOJHe onpeje-
NIEHHOW hopMbl.
n Becb npouecc MHAWBUAYANbLHOTO PasBUTUA OCYLLECTBAAETCA, Kak
Mbl MMENN BO3MOXHOCTb y6eANTbLCA, HA OCHOBE ABYX TWMOB BO3Aeil-
CTBUSA TEHOB APYr Ha ApYyra: akTWBUPYIOLWEr0o U TOpMO3ALWero. Takum
obpa3om, pernoHanusayus ambpmoHa, cneunmpukaumus ero KIeTok,
X B3aMMOB/IUAHUA B XOAe MopgoreHesa OCHOBaHbl Ha “uUrpe” aTux
(haKTOPOB M YCTAHOBJ/IEHUMN HeKOero “6anaHca” TakKMx aHTUHOMMUYEC-
KX COCTOAHWIA, pasHbIX B pa3NunyHbIiX 061acTaX pasBuBatoLLerocs 3a-
pofbiwa. MTorom 3Toro TOHKO c6anaHCMPOBAHHOIO npolecca ABnseT-
C HepaBHOMepHOEe pacnpegeneHune reHonpoAyKTOB BAONb 3MOPUOHaNb-
HbIX OCell, TaKk 4YTO CO34aeTcs cucTeMa MONAPHbIX FPagveHTOB pac-
npegeneHns 6MONOrMYECKN aKTUBHbIX BELLECTB, CBOEO6pa3Has XuMu-
yeckas Mo3anka, XMMUYECKN *pe)OpMMPOBaAHHBIA “NnaH cCTpoeHma”
opraHusma, BOMN/OLWaemMblil B XXU3Hb B XO4e OHTOreHesa.
Cneunduryeckoe COOTHOLWEHME Pa3/IMYHbIX TEHOMPOLYKTOB B pas-
NINYHbBIX PErvoHax 3apofbllla ecTb MOJIEKYNAPHO-TeHeTUYecKas 0CHO-
Ba TaK Ha3blBaeMOW NO3WULWOHHOW MH(opMauum — MNOHATUSA, LUIMPOKO
MCNONb3yeMOro B COBPEMEHHOI 3KCNepuMMeHTanbHOM ambpuonoruu,
HO [0 CMX NOP KOHKPETHO He packpbiToro. Mog no3nLMOHHOK MHGOP-
mMalumeli nogpasymeBaeTca 3aBUCMMOCTb CyAb0Obl TOW UM UHON KNETKK
OT TOro nonoXxeHua (nNo3muuu) B CUCTEME pasBMBatloOLLErocd opra-
HM3Ma, KOTopoe oHa 3aHuMMaeT. COBEpPLIEHHO 0YeBUAHO, YTO “CUTHA-
NoM”, nepejaroLlimMM NO3ULMOHHYIO MH(OPMAaLLMIO KaK pas v ABNAKOT-
€A 0COGEHHOCTM MOJIEKY/IAPHON “MMKpPOCPebl”, B Npejenax KoTopoi
NMPONCXOANT CTAaHOBJIEHWE faHHON KNeTKN (KNeToK).

OPrAHN3AUNA TEHETUYECKUX CUCTEM,
KOHTPOJIMPYIOLWWNX PA3SBUTUE

W HeKoTOpble FeHHbIE CUCTEMbI, MOC/MeA0BATE/IbHO BK/OYa L MECSH
B MpoLecce pas3BMTUS, OpPraHM30BaHbl MO KnacTepHOMy npuHuuny. B
YacTHOCTU, MOPAAOK pacnonoxeHns HOX-Tb COOTBETCTBYET Bpe-
MEHHOP nocnefoBaTeNlbHOCTM MX aKTMBaLMK B Xoae pa3sutus. Mopo6-
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HOro poja fBNeHUA ONucaHbl TakXe Y HEKOTOPbIX 3yKapuoT, Hanpu-
Mep Yy LPOXXKEN.

®  KO0AnHeapHOCTb B PACMONOXKEHUN TEHOB U KOHT PONUPYEMbIX UMY NPU-
3HaKOB. OTOT YAUBMUTE/IbHbIA (PEHOMEH O03HA4YaeT COOTBETCTBUE INHEN -
HOro pPacnosioXXeHUs reHoB JINHENHON nocnefoBaTeNbHOCTM pacnpe-
LeneHUs LeTepMUHUPYEMbIX UMW NPU3HAKOB B TeNe pa3BMBaloLLerocs
3apogbiwa. O6 3TOM FOBOPWJIOCH B r/1aBe O TOMEO3UCHbIX FeHax: npu-
3HaKW, KOTOpble OHW KOHTpoOAMpywT (ronosa, rpyab, 6ptoxo), pac-
MOMOXEHbI TOYHO B TO XK€ MOCnef0BaTeNbHOCTM, 4YTO M COOTBET-
CTBYlOLWME KOMNJeKCcbl reHoB (ANT-C, BX-C, abd-A, Abd-B). VIHbIMUK
c/noBamu, B OMpefeneHHOM y4yacTKe XpOMOCOMbl Kak 6bl “HapucoBa-
Ha” B MOJIEKYNAPHbIX TEPMUHAX MUHUATIOPHAA MYLIKa-4po3oduia nnm
MblIlLKa, UK 4denoBedyeK. [MolydyaeTcs HEUTO MOXOXee Ha TO, O YeMm
aymanu npegopmuctbl XVII B. TONbKO OHW nonaranu, 4Tto B NOJIOBOWA
KNeTKe MPUCYTCTBYET MUHMWATIOPHLIA YenoBeK B 6yKBaibHOM CMbIC/e
3TOr0 C/ioBa, B [AENCTBUTENbHOCTM e ero “obpas 3ammcaH”, HO B
ONpefeNeHHON CTPYKTYpe K/EeTKU, Hecylleih HacneaCTBEHHYIO MHGOP-
Maumn (XpomMocoma), U Ha cneuudpuyeckom fA3blke (MOJSIEKYNAPHO-
reHeTUYeCcKomMm).

OCOBEHHOCTUN ®YHKUNOHNPOBAHNA TEHETUYECKUX
CUCTEM, KOHTPONNPYHOWMX PASBUTUE

m “Onepe>katwee” QPyHKLMOHMPOBAHME TEHOB B X04€e OHTOreHesa. Kak
VXK€ 0TMeYasniocb, MHOTME MPOAYKTbl CUHTE3NPYIOTCA B pa3BUBaKOLLEMCS
3apojbllle “3apaHee”, 4acTo 3a401r0 40 TOro, Kak oHW 6yayT BoCcTpe-
6oBaHbl. 3TO, B YACTHOCTM, BeL,eCTBa, KOTOpPblE y4acTBYlT B “pas-
MeTKe” nnaHa CTpoeHus opraHu3ma (NPOLYKTbl FEHOB CermeHTauum,
rOMEO03UCHbIX TEHOB), B OCYLLECTBAEHUN 3MOPUOHANBHOW UHAYKLMNY
(MHAyumnpyowmne BewecTBa U X NHIMOMTOPbLI ). HEKOTOpbie MONEKY-
Nbl, Hanpumep rnobuH, obpasylTcs ewe B AWLEKNEeTKe, 3a40Nr0 40
TOro, KakK Ha4yHyT BbIMOJIHATL CBOU (DYHKLMMN B KNETKaxX 3pUTPOULHO-
ro psga.

B ABTOHOMWS YacTell Npu efUHCTBE Lenoro. AT0 Ka4yecTBO DYHKLUMO-
HanbHON AMHaMMWKW FeHOMa OTYEeT/IMBO MPOSIBNAETCA B paHHEM 3MO6-
puoreHese nNpu co3peBaHUU UHAYKTOpa (XOpLOMe304epMbl) M KOMMe-
TEHTHOW TKaHW (HelpoakTogepmbl). OUeBMAHO, FTEHETUYECKNE CUCTe-
Mbl, Perynmpylowmne cospeBaHne MHAYLUPYHOLWNX CBONCTB XOPAOME-
304epMbl U CNOCOBHOCTL KOMMETEHTHOW TKaHW pearnpoBaTb Ha BO3-
LeACTBUE WMHAYKTOPa, (PYHKUMOHUPYKT B aBTOHOMHOM pPeXWMe,
HEe3aBUCMMO OT TOF0, HaxXOAUTCA NN faHHasa pasBuBaroLascs amopuo-
HanbHasA 3aknajka B COCTaBe LLe/I0ro 3apojbilia Uam BHe ero. LlenocT-
HOCTb )Xe pasBuBarLieiics cucTtembl obecneymBaeTcq 3a CYeT TOroO,
4YTO B HOPME CPOKM CO3peBaHUsA ABYX B3aMMOJEWCTBYKLWIMX TKaHeW
CTPOro “noforHaHbl” OAWH K APYromy, Kak Obl “CUHXPOHM3NPOBa-



Hbl”, B pe3y/ibTaTe Yero 4oCTUraeTcs HOpManabHOE TeyeHne OHTOreHe-
TMYECKOro npouecca.

Kak y>e oTMeyanocb, MyTaLuu, KOTOpble Bbl3biBAlOT paccornaco-
BaHWe BPEMEHW CO3peBaHWA B3aMMOENCTBYIOLWUX CUCTEM B pasBu-
TUK, HapywawT LefoCTHOCTb U rapMOHUI0 MOP(OreHeTUYeCKNX co-
ObITWI 1 BefyT K MOABMAEHUIO Pa3NNYHOrO poja Ae(EKTOB pasBUTUA.
B MOXHO BbIAe/INTb TPW aBTOHOMHO (hYHKLWUOHUPYIOLWMX FeHeTMYec-
KUX CUCTEMbl, KOHTPOAMPYIOLMX TPU COOTBETCTBEHHO aBTOHOMHbIX
npouecca:

e (GopMmoobpasoBaTe/ibHble COObITUSA;
o AuddepeHunpoBKa cneyudpurnyecknx Mophonornyecknx TUMoOB Kie-

TOK;

*  XMMMYecKas crneunpukayms aTUX Knetok.

M3BeCTHbI cnyyaum, Korga npouecc Helpynsuuu NpoXOAUT HOP-
ManbHO, U HepBHaa Tpybka 3amblKaeTcs, 04HaKo AuddepeHLNpPOBKM
BXOASLLMNX B e COCTaB Hellpo61acToB He NpPoMcxoAnT. TOYHO Tak e
BO3MOXXEH CUHTE3 Helipocneyndunyuecknx 6e1KoB B KneTkax. B yacTHo-
CTW, B XO[f€ 3K30racTpynsauuu, Korga npoucxoguT He BNsYMBaHUE, a,
HanpoTuUB, BbiNAYMBaHNE XOPAOME30AepMbl, IKTOLEepMa Kak 6bl oTae-
nseTcA OT OCTa/bHOM 4acTu 3apojbilla U Mop(oreHeTMYeckue npo-
Lleccbl B Hell He MPOMCXOAAT, Tak YTO 1 HepBHaa Tpybka He hopmMupy-
eTca, U audpepeHUMPOBKN HeRpobiacToB He MPOMCXOAUT, OAHAKO
Hellpocneynduryueckne 6enkn B HUX CUHTe3mpytoTca!

TakoBbl B 06W KX YepTaX 0COBEHHOCTU PYHKLMOHNPOBAHWUS TEHOB,
KOHTPONUPYOLWNX pasButue,™- obwmne ana opraHnM3mMos, npuHagne-
XalnX cambiM pa3HO06pa3HbIM TaKCOHaM.
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3Ha4YeHne BPEMeEHM 3KCMPeccuu reHoB B 3BOJIIOLLMOHHOM MpoLecce

PO/lb reTEPOXPOMATUHA B 3BOJTHIO LI M ..ceueeieerieiicenceeeseeseeseseesee s sssesssisessssesesssssnsnenns

FnaBa 4eTbipHaguatasa. OBWMNE 3AKOHOMEPHOCTW TFEHETW-
YECKOW PErYNAUUN MHANBUAYANBHOIO PA3BUTUA 255

OCOGEHHOCTU B3aUMOAENCTBUS TEHOB B PASBUTUM ..o

OpraHusayua reHeTUYeCKUX CUCTEM, KOHTPONUPYOLWMNX PA3BUTUE...cccrrenne. 257

OCO06EHHOCTU PYHKLMOHNPOBAHNA TeHETUYECKUX CUCTEM, KOHTPOIK-
PYHOLLAX PABBUTUE cvueiiiiiieiisiset et
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